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[lpegucnosmne

KnuHuyeckue pekoMeHmauuy (MPOTOKOJbI AUATHOCTUKU M JIEUEHMS) TI0
JETCKOM 9HAOKPUHOJIOIMU COCTaBJIEHbI COIJIACHO TUITOBOMY MAaKeTy KJIMHMU -
YeCKHX PeKOMEHIAIIMA, YTBEPXKIEHHOMY Ha COBEIllaHUM IJIaBHBIX BHEIITAaT-
HBIX HAOKPUHOJIOroB MuHUCTEpCTBa 3apaBooxpaHeHust Poccuiickoii De-
Jepaunu 15 mapta 2013 1. JlaHHBIe KIIMHUYECKUE pPEeKOMEHIAluN pa3pado-
TaHbl BEAYIIMMU CIIeIMAIMCTaMU B 00JIaCTU 1€TCKOM S3HIAOKPUHOJIOTUM, HE-
OTHOKPATHO OOCYKIEHBbl Ha 3acedaHusX Mpo(UIbHOA KOMMCCHUU IO AET-
CKOI1 3HIOKpUHOJIOrMM MuHUCTEepCTBa 3aApaBooxpaHeHus PD, Ha coBelna-
HUSIX BCEX PErMOHaJIbHBIX TJIaBHBIX 3HIoKpuHonoroB Poccuu, Ha IX Bce-
poccuiickoit HaydHO-IPaKTUUYECKON KOH(MEPEHINN NeTCKUX d9HIOKPUHOJIO-
roB (22—23 utons 2013 1., ApxaHrejibcK), Ha KOH(MEPEeHINN TETCKUX DH-
JTOKPUHOJIOTOB coBMecTHO ¢ Tmeanatpamu (12—13 nexadbps 2013 r., Mock-
Ba), Ha X Bcepoccuiickoit HaydHO-TIPaKTUYECKON KOH(MEPEeHIIMN OEeTCKUX
SHAOKpUHOJOroB (24—25 mas 2014 r., Ileteprod) u yTBepKAeHBI Ha 3ace-
JaHUU NMpOo(PUILHON KOMUCCUM IO NETCKOW 3HIOKpuHoNoruu Beepoccuii-
cKoro o0IecTBa a3HA0KpuHOoJ0roB 27 mas 2014 r. B pamkax Bcepoccuiicko-
ro che3na 3HAOKPHUHOJI0roB (MockBa).

Knunuyeckue pekoMeHIalMyu OCHOBaHbI Ha aHAJIM3€ OTEYECTBEHHBIX U
3apy0eKHBIX KOHCEHCYCOB, IOCBSIIEHHbBIX BEACHMIO N€Tel ¢ SHIOKPUHHBI-
MU 3a00JIeBaHMSIMM, Ha aHaM3e J0Ka3aTeJbHOM 0a3bl METONOB AUArHOCTH-
KM U JIeYeHUsI, Ha OOOOIIEHHBIX JaHHBIX MUPOBBIX U OT€UYECTBEHHBIX ITy0-
JIMKALMH, a TAaKXKe JMYHOM OIIbITE BEIYIIMX AETCKUX S9HAOKPHUHOJIOroB Poc-
CUMU.

DHIOKPUHOJIOTUSI Pa3BUBAETCsI CTPEMUTEIbHO, OCOOEHHO B 00JIaCTH ITO-
HUMaHMSI MOJIEKYJISIDHBIX MEXaHM3MOB 00JIe3HEll M BHENPEHUSI HOBBIX TEX-
HUYECKMX METOIOB B TMAarHOCTUKY U JieUeHHe. DTO 00yCIOBIMBAaEeT HEOOX0-
JHUMOCTb €XKEroJHOTO BHECEHHs JOMOJHEHU, a MHOIIa — M3MEHEHUM B
KJIMHUYECKUE PEKOMEHIAIMM, YTO M IUIAaHMpPYETCs OejaTh COOOIIECTBOM
JNETCKUX 3HIOKPUHOJIOTOB.

Knuanueckue pekoMeHAALMK MMEIOT CBOEH 11e1bl0 MaKCUMAaJbHYIO I10-
MOIIIb Bpauy Ha BCeX 3Tallax BeleHUs pedeHKa (0T MepBUYHOIO 3B€HA /10 Be-
IYIIUX KJIMHUK (eaepaabHOro 3HaUeHus): TMarHoCcThKa, Ha3HauyeHue aaek-
BaTHOTO JIEYEHUsI, COCTaBJIeHME [IaHa peabunuTauuu. boybiioe BHUMaHue
yIEJIEHO TaKXe BO3MOXHOCTM M HEOOXOAMMOCTH MpPOMUIAKTUKM DHIO-
KPUHHBIX 3a00JIeBaHUM.

CunTaro MHUIMATUBY MUHMCTepCTBa 3apaBooxpaHeHuss PO B cozmaHuu
KJIMHUYECKUX PEKOMEHIAIINI OYeHb IOJIe3HON M HEeOOXOAMMOM IS Yiayd-
IIeHUST Ka4yeCcTBa SHIOKPUHOJOTMIECKON MOMOIIU JETSIM.

Thaenvlii snewumammublii cneyuasucm — 0emcKulli SHOOKPUHONO02,
dupexmop HUncmumyma demckoit sH0okpunonroeuu @IbY DHI],
unen-koppecnondenm PAMH

B. A. Ilemeprxosa
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CnMCoK coKpaLLeHu

AJl — apTepuajbHOE AdaBJIeHUE

AIl®  — aHTMOTEeH3MH-TIpeBpallalomnii (pepMeHT

I'TTH — YPOBEHb TJIIOKO3bI B IJIa3M€ HATOILLAK

JKA — IuabeTUYeCKUil KeToaluao3

HT'H — HapylleHHas TJIMKeMUsI HaTollaK

HTT — HapYLIEHUE TOJEPAHTHOCTU K IJIHOKO3€

OI'TT  — opanbHBIN TECT Ha TOJEPAHTHOCTH K TITIOKO3¢

PKHA — paHOOMU3NPOBAaHHBIE KIMHUYCCKNE MCCIeI0BAHUS

Cl — caxapHbIi 1uadeT

Cll1 — caxapHbIii guabeT THMa 1

CK®D — CKOpOCTb KJIYOOUKOBOI (pubTpaLiuu

HHC — LIEHTpaJibHas HEPBHas CUCTEMa

ycCcC — YacToTa CepAeUYHBIX COKpAIIeHU

QKT — aJIeKTpoKapauorpadus

CGMS — cucrema MIMTEIbHOIO MOHUMTOPUPOBAHUS INIIOKO3bI (continuo-
us glucose monitoring system)

HLA — AHTUTEHBI IJITABHOTO KOMILIEKCA TMCTOCOBMECTUMOCTHU YEJI0BE-

ka (human leukocyte antigens)
MODY — roHomeckuii nuabder B3pocioro tuma (maturity-onset diabetes
of the young)



[narHocTnka 1 neveHne caxapHoro mnabeta mna 1 y OeTen 1 NOAPOCTKOB

MeTononoruga

MeTOIlbl, HCIO0JIb30BAHHBIC JJIA cﬁopa/ CCJICKIIMM 10KA3aTe/IbCTB:
e [IOMCK B 3JICKTPOHHBIX 0azax JaHHBIX.

Onucanue METO0B, MCIOJIb30BAHHBIX LISl COOPa/CelIeKINN A0KA3aTeIbCTB

Joka3zaTepHOI 0a30il Il PeKOMEHIALMA SIBJISIIOTCS ITyOJIMKallMi, BO-
wenmue B KoxpeliHoBckyto Oubauoreky, ©0a3bl gaHHbiX EMBASE u
MEDLINE. I'nyouHa moucka coctaBumia 5 JieT.

MeToabl, HCIOJIb30BAHHBIE )1 OIIEHKH KA4eCTBA M CHJIbI I0KA3aTe/IbCTB:
e KOHCEHCYC 3KCIIePTOB;
e OIICHKA 3HAYMMOCTHU B COOTBETCTBUY C PEUTUHTOBOM cXeMoii (Tad. 1, 2).

Ta6nuua 1. PeiiTHroBas cxema [ns OLEHKM CUMbl PeKOMeHaaLum

YpoBuu noka- Onucanue
3aTeNIbCTB

I++ MeTaaHaau3bl BHICOKOTO KayecTBa, CUCTeMaTUYecKre 0030pbl paHIOMU3UPO-
BaHHBIX KOHTpoJupyembix ucciaenoBanuii (PKM) unu PKU ¢ oueHb HU3KUM
PHMCKOM CUCTEMAaTHUYECKUX OIIMOOK

1+ KavecTBeHHO MpoBeIeHHbIE MeTaaHaIM3bl, cucTeMaTndeckue 0630psl PKU
wm PKM ¢ HU3KUM pUCKOM CHCTEMATUYECKUX OLIMOOK

1- Meraananussl, cucremaTndeckue 063opsl PKM wimm PKU ¢ BeicokuM puc-
KOM CHUCTEMAaTUUYECKMX OIIUOOK

2++ BbicokoKauecTBEHHbIE cCUCTeMaTUUYeCKUe 0030pbl UCCIEIOBAHUM «CITy-
Yali—KOHTPOJIb» WJIM KOTOPTHBIX McCiel0BaHWI. BricokokayecTBeHHbIE 00-
30pbl UCCIENOBAHUN «CIy4yail—KOHTPOJIb» JIMOO KOTOPTHBIX MCCIIEIOBAHUI C
OYEHb HU3KUM PUCKOM 3(PGHEKTOB CMEIINBAHUS WJIN CUCTEMAaTUYECKUX OLIU-
0OK M CO CpelHell BepOsSITHOCTbIO MPUUYMHHO-CIEACTBEHHON CBSI3U

2+ XOpOLHO HIPOBEACHHBIC UCCICA0OBaHWA «CJ'Iy‘-IafI—KOHTpOJ'II:» MNJIN KOTIOPpTHLIC
ucciaenoBaHuda Co CpeaAHUM pUCKOM B(b(bCKTOB CMCHIMBAaHWA WU CUCTEMATH-
YeCKUX OIIUOOK U C]:)CI[HCﬁ BEPOATHOCTBIO HpI/I‘II/IHHO-CIIC,Z[CTBCHHOfI CBA3UN

2- HccnenoBanusi «ciydail—KOHTPOJIb» WM KOTOPTHBIE MCCIIEIOBAHUS C BBICO-
KUM pUCKOM 3((HEKTOB CMEIIMBAHUS UM CUCTEMAaTUYECKUX OLIMOOK U CO
CpellHeil BepOsSITHOCTBIO TTPUYMHHO-CIICACTBEHHOM CBS3U

3 Heananurnyeckue uccnenoBaHus (Harnpumep: olucaHue cllyyaeB, Cepuil
CJTyJaeB)

4 MHeHue 3KCIepToB

MeToapl, UCHOJb30BAHHDbIE /I AHAJIM3A 10KA3aTe/lbCTB:
e 0030pHbI MyOJUKYEMbIX METaaHAIU30B;
e cUCTeMaTMYECKMEe 0030phl C TAOJIMIIAMU JOKA3aTeJIbCTB.



OnucaHne MeTOA0B, UCNOJIb30BAHHBIX IS AHAJIM3A J0KA3aTeIbCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTuHroBas cxema Aans OLEHKN Ka4yecTBa peKOMeHaaLnii

Cuna Onucanune

A [To MeHbIIIelr Mepe OoIMH MeTaaHan3, cucTeMaTuyeckuii 063op uimm PKU, oneHeH-
Hble KakK |4+, HAMpsMYI0 MTPUMEHUMbBIC K 1LIeJIEBOI MOMYJISIIUU U JeMOHCTPUPYIOIINE
YCTOMYMBOCTDb PE3y/IbTaTOB

Jlubo Tpymnma J0Ka3aTebCTB, BKIIIOUAIOIIash pe3yibTaThl UCCAEIOBaHUIA, OLlEHEHHbIE
Kak |+, HAIPSIMyIO MMPUMEHUMBIE K 1IeJIeBOM MOMY/ISLIUNA U IEMOHCTPUPYIOIIe 00-
LIYIO YCTOMYUBOCTD PE3yIbTaTOB

B ['pynna mokas3arenbCTB, BKIIOUAIONIAsT Pe3yJIbTaThl UCCICA0BaHMI, OLEHEHHbIE KakK
2++, HampsIMyI0 TIPUMEHUMBIE K 1IeJIEBOI TTOIYJISILIMU Y IEMOHCTPUPYIOIINE OOIIYIO
YCTOMUYMBOCTb PE3YJIbTATOB

Jlubo noxaszaTesbCTBa, IKCTPAIIOJIMPOBAHHbBIC M3 UCCICIOBaHUIA, OLICHEHHBIX KaK [++
w1+

C ['pyrma moka3aTenbCTB, BKIIIOUAIOIIAsl Pe3yIbTaThl UCCIEA0BAHMIM, OLIEHEHHbIE KakK
2+, HANPSIMYIO TMPUMEHUMBIE K 1I€JIeBOM TOMY/ISILMA U IEMOHCTPUPYIOIIUE OOIIYIO
YCTOMYMBOCTDb PE3YyJIbTaTOB

Jlubo J0Ka3aTeJIbCTBa, 3KCTPAITIOJINMPOBAaHHBLIC U3 HCCHGHOB&HHﬁ, OLICHEHHBIX KaK 2++

E JlokazaTenbcTBa YpOBHS 3 win 4

JIu6o noxasarejbCTBa, KCTPAIIOJMPOBAHHbBIE M3 UCCIIENIOBAHMIA, OLEHEHHBIX KaK 2+

Nunuxkatopsl Hamiexameii npaktuku (Good Practice Points — GPPs)

PexomeHnnyemass Hamjiexallasi mpakTuka 0a3upyeTcsl Ha KIMHUYECKOM
OIbITE YJIEHOB paboyeil IrpymIibl 1Mo pa3dpadboTKe peKOMEHAALUA.

DKOHOMUYECKHIi aHAIN3

AHanM3 CTOMMOCTU HEe MPOBOJAMIICS, M MyOIMKALMU T10 (PapMaKO3IKOHO-
MUKEe He aHaJIM3UPOBAJICh.

MeToabl BATMAM3AIMA PeKOMEHIAHIA:
e BHEIIHSIST SKCIIEPTHAST OLIEHKA;
e BHYTPEHHSISI 9KCIIEpTHAsI OLICHKA.

Onncanue MeTOOB BAIMIU3ANNN PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA pELIeH3M-
POBaHBI HE3aBUCUMBIMHU 3KCIIEPTAMM, KOTOPBIX MOIPOCUIN IIPOKOMMEHTH -
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poOBaTh MpeKae BCEro TO, HACKOJIbKO MHTEPIIpeTaLus JOKA3aTebCTB, JeXa-
IIMX B OCHOBE PEKOMEHIAIIMA, JOCTyITHA /s TIOHMMAaHMSI.

[TomydeHbl KOMMEHTApUM CO CTOPOHBI Bpauell IIepBUYHOIO 3BeHA U yda-
CTKOBBIX MEAUATPOB B OTHOILLUEHUU JTOXOAUMBOCTU M3JIOXEHUS PEKOMEHIa-
LM ¥ OLIEHKU BaXKHOCTH PEKOMEHIalldil KaKk paboyero MHCTpyMEHTa IMO-
BCEIHECBHOU MPAKTUKMU.

KoncyabTauum v 3KcnepTHas OlleHKa

[TocnenHue U3MeHEHMST B HACTOSIIIIMX PEKOMEHIAIUSIX ObLTU B TIpeaBapu-
TeJIbHOI BEPCUM IIPEACTaBICHBI WIS AucKyccun Ha KoHrpecce sHIOKPUHO-
JoroB 20—22 masg 2013 r. (MockBa), Ha KOH(pEpeHLMIX JETCKUX SHI0KPU-
HojoroB 22—23 wions 2013 r. (ApxaHrenbek) U 5—6 cenrssops 2013 r. (Co-
yn). [IpenBaputeabHast Bepcusl BhICTaBIeHA IS IIMPOKOIO OOCYXIeHUs Ha
caiitte ®I'bY DHII, njisg Toro 4ToOkI JIKlIa, HE yY4aCTBYIOIIME B KOHTpecce 1
KOH(pepeHLUsIX, UMeIN BO3MOXHOCTb MPUHSATh Y4acTHE B OOCYXXACHUU U
COBEPIIIEHCTBOBAHUU PEKOMEHIALIUIA.

ITpoexT pekoMeHaalMil OyaeT pelleH3MPOBaH TakKe HE3aBUCUMBIMU 3KC-
rnepTaMu, KOTOPbIX MOIMPOCUIU MTPOKOMMEHTUPOBATh MPEXKIAE BCETO JOXO/-
YUBOCTh M TOUYHOCTb MHTEpIIpEeTAallUM AoKa3aTeJbHOI 0a3bl, Jiexkalleil B
OCHOBE pEKOMEHIALINIA.

Pa6ouag rpynma

[ oKoHYaTeIbHOM pedaKlMy M KOHTPOJII KauyecTBa PeKOMEHIAIUN Oy-
JyT MOBTOPHO MpOaHaIU3UpPOBAHbI YeHaMU pabouyeil rpyIIbl ¢ LEeblo yI0-
CTOBEPUTHCS, UYTO BCE 3aMeYaHUsI U KOMMEHTapUU SKCIEPTOB MPUHSTHI BO
BHMMaHHUE, PUCK CHUCTEMAaTUYECKUX OIIMOOK ITpM pa3pabOTKe peKOMEHIa-
LU CBeAeH K MUHUMYMY.

Cuna pexoMeHgaiuit (A—E) npuBoguTcs: mpy U3NIOXEHUU TEKCTa peKo-
MEHIALNA.

Onpepenenne, anarHoCTUYeCcKne
KpUTEPUM 1 KIaccudomkaLums
caxapHoro grnabeta

Caxapubiii quader (C/1) — sTroOrMyecKy HeOAHOPOAHAs IpyIia MeTabo-
JIMYECKUX 3a00JIeBaHUI, KOTOPbIE XapaKTePU3YIOTCS XPOHMYECKOM TUIlep-
IJIMKEMUEH, 00yCIIOBIEHHON HapyIIEHUSIMU CEKPELINU UK JEHCTBUSI MHCY-
JIMHa 1o coyetaHueM 3Tux HapyieHuil. [1pu CJI oTMeuaroTcst Hapyle-
HUSI YIJIEBOTHOTO, XKMPOBOTO M OEJIKOBOIO 00OMEHa, KOTOPhIe O0YCIIOBJICHBI
HapylIeHWeM JIEMCTBUSI MHCYJIMHA HAa TKaHU-MUIICHMU.



AuarHocTuyeckKkue Kpurtepmm

Huarnoctuka CJI OCHOBBIBaeTCSI Ha WM3MEHEHUSIX YPOBHSI TJIIOKO3BI B
a3Me ¥ HaJIMYMU WK OTCYTCTBUM XapakKTepHbiX cuMnTomMoB (E) (Tab. 3).

Tabnuua 3. Kputepum guarHocTuku caxapHoro guaéeta (ISPAD, 2009)

XapakTepHble CUMIITOMBI B COUETAHUM CO CJIyYallHBIM BBISIBICHUEM YPOBHSI TNIIOKO3bI B ILIa3-
Me > 11,1 mmonn/n?. CaydaiiHbIM CUMTAeTCsl BBISIBIEHME B 1000 BpeMsl IHS 6e3 ydeTa Bpe-
MEHHU, TMPOIIEIIIEro Mocje MOocaeJHEro nprueMa Mmuiliu

usu

YpoBeHb TIIIOKO3bI B I1a3Me Haromak > 7,0 MMOJ'IL/J'[ﬁ. CocTosiHUe HaTOIIaK OMpeesseTcs
KaK MpueM Muiy 8 4 Hazan u OoJjiee

unu

YpoBeHb IIIOKO3BI B TUIa3Me yepe3 2 9 TMocjie Harpy3Ku Tpu MPOBEACHUN OPaJIbHOTO TecTa
Ha ToJIepaHTHOCTH K Tmioko3e (OI'TT) > 11,1 mmonb/n. s Harpy3Ku UCIIONb3YeTCsl SKBUBA-
JIEHT 75 T 0e3BOJHOIA IIIOKO3bI, PACTBOPEHHOI B Boae (miau 1,75 r/Kr 10 MakKCUMabHOM 10-
36l 75 T)

& JInst KamuUISIPHOM LIeIbHOM KPOBHU > 11,1 MMob/1,
IIJIsS1 BEHO3HOM 11eJIbHOM KpoBu > 10,0 MMOJIb/I.

5> 6,3 MMOJIB/JT KaK I BEHO3HOI, TaK M ISl KalWUISIPHOI LIIBHOI KPOBU.

[Ipu HaMMYMKM KETOHOBBIX T€JI B KPOBU 1 MOY€ ITIOKa3aHa CpOYHAs Tepariusl.

[Ipu orcyrcTBUM ABHBIX cuMIIToMOB CJI WiIm HaaW4IUM JIETKOM CHMIITO-
MaTUKM CJIyYailHO BBISIBJICHHAsl TUIIEPIJIMKEMUST WU TUIIEPIJIUKeMusi, 00-
HapyXuBaeMasl B YCJIOBMSIX cTpecca (MH(MEKIIMOHHOro, TPaBMaTUIECKOIo U
mnp.), MOXET ObITh TPAaH3UTOPHOU. PekoMeHIOBaHO HabJIIOACHUE.

OI'TT He mpoBOAUTCS B TeX Ciaydasx, KOrga ciaydyailHoe HcCcedoBaHUue
YPOBHSI INIFOKO3bI IIJIa3Mbl B TeUEHME OHS WM IIOCE €Ibl IOATBEpPKIAcT
nuarHos CII.

JluarnocTuyecKre KpUTEPUH MPH UCCJIETOBAHUM YPOBHS IJIIOKO3bI B IIa3Me
Haromak (I'TITH):

e I'TIH < 5,6 MMOJIb/T — HOPMAaJIbHBIA YPOBEHb;

e I'TIH 5,6—6,9 MmMonb/n — HapymieHHas: mkeMmus: Hatomak (HIH);

e I'TIH > 7,0 Mmonb/1 — mipeanonaraemblii nuarHo3 CJI, KOTOphIi 10KeH
OBITh TTOATBEPXKIEH B COOTBETCTBUU C ONMMCAHHBIMU BBIIIE KPUTESPUSIMMU.
Juarnoctuyeckue kputepun pe3yabtaToB OI'TT (ypoBenb rioKo3sl B mjia3-

Me 4Yepe3 2 4 mocje Harpy3ku rmoko3oi [I'TI2]):

e I'TI2 < 7,8 MMOJIb/TT — HOpPMaJIbHAsI TOJICPAHTHOCTh K IJIFOKO3€;

e I'TI2 7,8—11,0 MMOIB/TT — HapyllleHHE ToJlepaHTHOCTHU K Toko3e (HTT);

e I'TI2 > 11,1 mmonb/1 — mpennonaraemseiii auarHo3 CJI, KOTOphIi 10KEeH
OBITb TTOATBEPXKICH B COOTBETCTBUU C ONMMCAHHBIMU BBIIIE KPUTESPUSIMMU.
HTT u HI'H paccmarpuBaloT Kak MPOMEXYTOYHbIE CTaAUuX MEXIYy HOp-

MaJIbHBIM YTJIEBOOHBIM OOMEeHOM U caxapHbIM nuaderom (E).
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Knaccudmkauma caxapHoro guabera
Kmaccudpukanmsa caxapHoro nuabdera mpuBeaeHa B Taou. 4.

Ta6nuua 4. 3Tnonornyeckas knaccudukauus HapyLweHuin yrnesogHoro oémena (ISPAD, 2009)

1. Caxapuwiii tuadet Tuma 1 (CI1) Moxet MaHUbeECTUPOBATh B JIIOOOM BO3pacTe, HO Hanbosee
YacTo — B JIETCKOM U IOHOIIECKOM.

A. AyTOMMMYHHBI CaxapHbIii TMA0ET XapaKTepu3yeTcst rMOesblo 0eTa-KISTOK, HaIu4ueM
ayToaHTUTeN K OeTa-KjeTkaMm, abCOIIOTHON MHCYJMHOBOM HEAOCTaTOYHOCTBIO, MTOJHOM
MHCYJIMHO3aBUCHMOCTBIO, TSDKEJIBIM TeUeHUEM C TeHIEHLMEN K KeTOoaluao3y, accola-
1Mei ¢ reHaMu IJIaBHOTO KOMILIeKca rucrocoBMectumoctu (HLA).

B. Wnnonarnyeckuii caxapHblii 1uadeT TakKe MPOTEKAeT ¢ TMOesblo 0eTa-KJIeTOK U CKJIOH-
HOCTBIO K KEeTOaluI03y, HO 6e3 MpU3HAKOB ayTOMMMYHHOTO Tpoliecca (Crernduueckux
aytoaHTuTen U accounanuu ¢ HLA-cucremoit). Dta popma 3abosaeBaHus XapaKTepHa s
MalKMeHTOB appUKAHCKOTO U a3MaTCKOTO MPOUCXOXKICHUS

I1. Caxapupiii quadet tuna 2 (CJI2) — HaunGosiee pacrpoCTpaHEHHbIN CPeln B3POCIBIX THII
CJ1, xapakTepu3yeTcsi OTHOCUTEIbHOW WHCYJIMHOBON HEIOCTATOYHOCTBIO C HAPYIICHUSIMU KaK
CeKpeluu, TakK W ACHCTBUS MHCYJIMHA: OT TIpeodagaroNieil MHCYTMHOPE3UCTEHTHOCTH C OTHO-
CUTETHbHO WHCYJIMHOBOW HEIOCTAaTOYHOCTHIO IO TIPEUMYIIECTBEHHO CEKPETOPHOTO nedekTa B
COUETaHMM WU 6e3 CoYeTaHUsl ¢ MHCYJMHOPE3UCTEHTHOCThIO

II1. /Ipyrue cnenuduyeckne TUMBI caxapHoOro amadera. B 3ToT pasnmen BKITIOYAIOT PsiI HO30JIOTH-
YECKU CaMOCTOSITEIbHBIX (hopM auabdera (B OCHOBHOM 3TO HACJIEICTBEHHBIC CUHIPOMBI C MO-
HOTEHHBIM TUIIOM HACJIeOBaHUsI), OOBEAMHEHHBIX B OTAEIbHbIC MOATUIIBI.

A. Tenernyeckue nedexrsl PyHKIMU OeTa-KIETOK:
1. Xpomocoma 12, HNFIA (MODY3).
. Xpomocoma 7, GCK (MODY?2).
. Xpomocoma 20, HNF4A (MODY1).
. XpoMocoMa 13, MHCYIMHOBBIM MPOMOTOPHLIN dakTop — [IPF-1 (MODY4).
. Xpomocoma 17, HNFIB (MODY5).
. Xpomocoma 2, NEURODI (MODY6).
. Mytamms muroxonapuaisHoit JJHK.
. Xpomocoma 6, KCNJ11 (Kir6.2), ABCCS (Sur 1).

. HCKOTODI)IC JApyrue, nmpuymHa KOTOPbIX — MOHOI'CHHBIC I[CCbeKTLI CHMHTEC3a MHCYJIMHA.
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B. I'eneTnyeckue nedekThl AeHCTBUS MHCYJIMHA:
1. Pe3ucTeHTHOCTh K MHCYJINHY TUMA A.
2. JlenpeyayHusMm (cuHIpOM [1OHOXBIO).
3. Cunapom Pabcona—MeHnenxosa.
4. Jlunoatpoduyeckuit 1uader.

5. Hekortopnble apyrue ¢hopMbl caxapHoro nuabera, pa3BUBaloIIMecsl BCAEACTBUE MyTa-
IIMU TeHa perenTopa MHCyImHa. KIuHUYecKn TposIBIISIIOTCSI HApYIIEHUSIMUA YTJIEBOTHO-
ro oOMeHa OT YMEPEHHOI TUTIEPTIMKEMUN U TUTICPUHCYIMHEMUM JIO0 SIBHOTO CaXapHOTO
nuradera. Cunapom [oHoxbio U cuHApoM Pabcona—MeHnenxomia MaHU(DECTUPYIOT B
JIETCKOM BO3pacTe U MPOSIBIISIIOTCSI PE3KO BBIPAXKEHHOM PE3UCTEHTHOCTBIO K MHCYJIMHY.



Tabnuua 4 (npogosmkeHne). ITMONOrNYeCcKas KnaccumkaLms HapyLLeHNit yrneBoaHoro 06me-
Ha (ISPAD, 2009)

C. 3aboaeBaHusl IK30KPMHHOI 4aCTH MOKETYI0YHOM XKeJie3bl
. [lankpearur.
. TpaBMa, IMaHKPEATOKTOMMUA.

. HOBOO6pa3OBaHMH HOZ[)KCJ'IYI[O‘-[HOVI JKEJIE3hI.

1
2
3
4. KuctosHblii ¢prbdpo3 (MyKOBUCIIMIO03).
5. 'emoxpomaros.

6. ®ubpo-KanbKyJe3Hasi MaHKPeaTonaTusi.
7

. Hexkotopeble apyrue HO30J0rMUeCKH pa3inyHble 3a00JIeBaHUsI, TIPU KOTOPBIX HapSIy
CO 3HAYUTEJIbHBIMU HAPYIICHUSIMU 9K30KPUHHOMN (PYHKIIMU MOMKETYIOUHOMN XKele3bl
HaOJII0AaeTCsl U HEAOCTATOYHOCTb CEKPETOPHOM (DYHKIIMU OCTPOBKOBBIX KJIETOK.

D. DunokpuHonaTun
1. Akpomerasusi.
. Cungpom KyimHra.
. [mokaronoma.
. ®eoxpomorToma.
. Tuneptupeos.
. ComarocrarnHoma.

. Anbprocrepoma.
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. Hekoropsle npyrve sHIOKPUHOMATUM BCJIECACTBUE KOHTPUHCYJISIPHOTO NEWCTBUS BbI-
JIEJISIEMBIX B M30BITOYHOM KOJMYECTBE TOPMOHOB MOTYT NMPUBOIUTH K MCTOLLIEHUIO
(YHKIIMOHAILHBIX KOMITEHCATOPHBIX PE3ePBOB OeTa-KJIETOK MOAXKETYIOUHOM KeJe3bl.

E. /Ina6er, MHIYNMpPOBAHHBI HEKOTOPbIMHU JIEKAPCTBEHHBIMH MpPENapaTaMu WM JAPYTHMH XH-
MHYECKMMH BeHIeCTBAMH
1. Bakop.
. [lentamuauH.
. HuxkoTtuHoBas kuciora.
. [ TI0KOKOPTUKOUIBI.
. TupeousHble TOPMOHBI.
. Awnazokcu.
. ATOHHUCTBI B-apeHOPELIENITOPOB.

. Tuasumgpl.
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. DEHUTOUH.
10. Anbda-unrtepdepoH.

11. Ipyrue npenapaTbl. MexaHU3Mbl UX ACUCTBUS pa3IMUHBL: yXyAllleHUe nepude-
PUYECKOro AeMCTBUSI MHCYJIMHA, YCUJIEHUE UMEIOILENCs MHCYJIMHOPE3UCTEHTHOCTH.
B nerckom Bo3pacte HamOoJIblliee 3HaYEHUE MMEET TIPUMEHEHNE o.-UHTepdepoHa,
MO, BIUSIHUEM KOTOPOTO MOXET Pa3BUThCS ayTOMMMYHHBIN caXxapHblii 1UabeT C BbI-
paxkeHHOI aOCOIOTHOM HEAOCTaTOYHOCTbIO MHCYJIMHA.



[narHocTnka 1 neveHne caxapHoro mnabeta mna 1 y OeTen 1 NOAPOCTKOB

Tabnuua 4 (0KoH4aHWe). ITUONOrNYecKas Knaccumkaumns HapyLLeHNiA yrineBoaHoro 06MeHa
(ISPAD, 2009)

F. Nndexmun
1. BpoxxaeHHas KpacHyxa.
2. lluromeranoBupyc.

3. dpyrue. Hekoropblie BUpycHble MH(MOEKIMN PUBOASIT K rubesin 6eTa-KIeTOK ¢ pas-
BUTHEM a0CONIOTHON WHCYJIMHOBOW HEIOCTATOUYHOCTH. HemocpencTBeHHOE TopakeHue
BUPYCOM OCTPOBKOBOTO arrapara BCTPe4yaeTcsl PErKo.

G. Penkue dopmbl caxapHoro nuadera

1. CUHAPOM PUTMIHOIO YejoBeKa (CMHIPOM MBIIICUHOM CKOBaHHOCTH, stiff-man synd-
rome) — ayroumMmyHHoe Topaxkenune LIHC, xapakTepusyrolieecsi pUruaIHOCTbIO aKCH-
aJTbHBIX MBI ¢ OOJIE3HEHHBIM UX CIa3MOM; BBISIBISIIOTCSI aHTUTeIa K TIyTamataekap-
O6okcwiase, u oyt B 50% ciiyyaeB pa3BMBAETCSI caXxapHbIil quabeT.

2. AYTOUMMYHHBIN MoaUmIaHAyasipHelii cuaapom | u Il tumnos.

3. Ipyrue 3a6oseBaHuUs, MpoTEKalOLIMe C 00pa30BaHUEM ayTOAHTUTEN K pelenTopam
MHCYJIMHA, — CUCTEMHAasl KpacHasl BOJYaHKa, MTUTMEHTHO-COCOYKOBast AUCTPODUs
koxu (acanthosis nigricans). [Ipyn 3ToM MoxeT Ha0OMI0AAThCSI BBIPAXEHHAsI PE3UCTEHT-
HOCTb K MHCYJIHY.

H. I[pyme FeHETHYECKUEe CHHAPOMbBI, HHOIIA COYeTAKIHEeCa ¢ CaXapHbIM nuadeTom

CaxapHblii 11abeT MOXeT ObITb KOMIMTOHEHTOM MHOTMX '€HETUYECKUX CUHIPOMOB, B TOM
yucne:

1. Cungpom Bonbdhpama.
. Cunnpom JlayHa.
. Cungpowm IllepemeBckoro—TepHepa.

. Cunnpom KraitHdbenbTepa.

2
3
4
5. Cunnpom Jloypenca—MyHa—bust.
6. Cungpowm Ilpanepa—Busuim.

7. Arakcus ®punpeiixa.

8. Xopest XaHTUTTOHA.

9. MMopdupus.

10. MuoTtoHuveckast 1ucTpodus.

B nerckom Bo3pacte Hambosiee yacTo Betpeuaetcs: cuaapoM Bombsdhpama (DIDMOAD).

IV. I'ecTanuoHHblil caxapHblii 1MadeT (caxapHblii 1Ma0eT OepeMeHHbIX) — JIFOObIC COCTOSIHUS C
HapylIeHUEM YIJIeBOTHOTO 0OMeHa (B TOM YKCJie HapyllleHHas: TOJePaHTHOCTh K TITIOKO3e),
JIMAarHOCTUPOBAHHBIe TIpU OepeMeHHOCTH. Boinenenue recraunonHoro CJI B OTHeNbHBIA THIT
00YCJIOBJIEHO TOBBIIIEHHBIM PUCKOM MEPUHATAIBHONW CMEPTHOCTH M BPOXKIEHHBIX YPOJICTB
MNpU HapyILIeHUsIX YIJIEBOJHOIO oOMeHa Yy OepeMeHHBIX

Bo3moxnocTs apyrux tunoB CJI y peObeHKa HE0OXOOUMO pacCMATPHBATH NPH

HAJIMYHH:
e CJI ¢ ayToCOMHO-IOMMWHAHTHBIM HaCJIeJOBAaHNEM B CEMbE;



e DKCTpamaHKpeaTH4YeCKUX 3abojeBaHUil (aTpodust AuCKa 3pUTEITBHOTO
HepBa, IIyX0Ta, CUHAPOMAJIbHbBIC COCTOSIHUS);

e MSTKOTO TeUEHMS AuabeTa ¢ HEBBICOKOM MOTPEeOHOCThIO B MHCYJIMHE JTUOO
OTCYTCTBMEM TaKOBOIA;

e coxpaHHOI cekpeluu uHcyauHa (C-mentupa) 1ocjie OKOHYaHUs (ha3bl
PEMUCCUH;

o MaHUdecTalK AuabeTa B MepBble 6 MeC XU3HMU.

CaxapHbIh gnabet Tvna 1

JTMOJIOrMA U NaToreHes

Caxapupiit nnadet Tuna 1 (CJI1) — ayrouMMmyHHOe 3a00JieBaHUe, pa3BUBa-
IoIIeecss y TeHeTUIECKHU IIPeAPaCIIONOXEHHBIX K HEMY JIMII, IIPU KOTOPOM
XPOHWYECKN TPOTEeKAIOIMNI JTUMMOIUTAPHBINA WHCYJIUT IMPUBOIUT K OIO-
cpenoBaHHoi T-auM@oLMTaMU IeCTPYKLIMU OETa-KJIETOK C MOCAEAYIOIINM
pa3BUTHEM a0COJIIOTHOM MHCYJIMHOBOM HETOCTATOYHOCTHU CO CKIOHHOCTBIO
K Pa3BUTHUIO KETOAIMI03a.

CJlI1 — mHorodakTOpHOE, MOJUTeHHO HaclieayemMoe 3aboyieBaHMue. Puck
passutnsg CJI1 B pa3nmuyHBIX ciydasx cM. TaOl. 5.

Tabnuua 5. Puck pa3sutus CO1 y poACTBEHHUKOB 60MbHbIX

PoacrBenHast CBSA3b MO OTHONIEHHIO K MPOOAHIY Cpenumii puck, %

¢ caxapHbIM 1ua0eToM

Bpatbst u cecTpbl 00JIbHBIX 4—5

Ponutenu 5

[eTtu OONBHBIX TMA0ETOM OTIIOB 3,6—8,5

HeTtu OONBHBIX AUAOETOM MaTepeit 1,1-3,6
Bo3spact MaTepu npu poxaeHUM pedeHka > 25 jieT 1,1
BospacTt maTtepu nipu poxneHuu pedenka < 25 et 3,6

Jetn OBYX pommuTeieil, OOJbHBIX TMA0eTOM 30—34

MOHO3UTOTHbIE OJIM3HELIbI 30—50

JIM3UroTHBIE OJIM3HELbI 5

Hanuuue nuabGera y 6para/cecTpbl U y pebeHKa OT OOJIBHOTO 30

ponuTest

Hanuuue nuabeta y 6para/cecTpbl U OIHOTO U3 POAUTENEH 12

Hanuuume nuabeta y nByx OpartbeB/cectep U y AByX poauteneir 40

B uenom no nomyssinuun 0,2—0,4
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KNUHWYecKne nposBneHrs, MeToabl
nabopaTtopHON ANarHOCTUKN

da3bl TeueHUd

B teuennu C/1 BblaensiioT ciaeayomue (asbl:

e JJOKJIMHUYECKUI quadeT;

e MaHM(pecTalMsI, Wi AeOI0T caxapHOro AuadeTa;

e YyacTU4Has peMuccus, Win ¢daza «MeI0BOTO MeCslay;

e XpoHMYecKas (a3za MOXKU3HEHHOU 3aBUCMMOCTU OT MHCYJIMHA;

e HECTAOMJIBHBIN 3TaIl MPeIryOoepTaTHOTO IIepHoa;

e CTAOMJBHBIN Meproa, HAOMIOAAIOIIMIACS TTOC]Ie TIepruoa MOJ0BOI0 CO3pe-
BaHMSI.
JloKIMHMYeCKHii THa0eT MOXET IINTHCS MECSIIBI WA TOMIBI.

HAwnarHocrtuka:

e MapKepbl ayTOMMMYHHOCTH MPOTHUB O€Ta-KJIETOK (ayTOaHTHUTENa K KIeT-
KaM ocTpoBKOB JlaHrepraHca, K riayramaTaekapOoKcuiaase, TUpo3nHGpOoC-
¢araze, MHCYIMHY). YBEIMYCHME TUTpa OBYX M 00jee BHIOB aHTUTE]
0O3HayaeT PUCK Pa3BUTHUS caxapHOro nuadeTa B MOCAEAYIONIUE S5 JIET, paB-
Hblit 25—50%.

e reHeTueckue mMapkepsl C/I1 (HLA);

e CHWXeHUue -1 da3bl cekpeunmu MHCyIrMHa (MeHee 10-To mepueHTUIsd JIs
COOTBETCTBYIOIIIETO BO3pacTa U I10J1a) IIpU B/B TECTE€ Ha TOJEPAHTHOCTb K
[JIFOKO3€ — B 3TOM ciy4yae puck pasputus C/ B mociemyrommue S5 JIeT co-
crasisier 60%.

ManudecTauma, unm ned6rOT caxapHoro gauabéerta

KnuHuka caxapHoro nuabera BapbUpyeT OT HEYPIEHTHBIX ITPOSIBICHUIA 10
TSDKEJION JeruapaTalni, I1adeTUIeCKOro KeToara03a BIJIOTh 10 Pa3BUTHS
KoMaTo3Horo coctrosiHug (E). KnuHuyeckue nposiBaeHus caxapHoTo auade-
Ta MpUBEIEHBI B TabJI. 6.

Tabnuua 6. MposiBneHns caxapHoro gnaberta

Heyprentasie VpreHTHbie

IMonuauncusi, monuypust Tsoxenast merunpataiust (CyXOCTh KOXHBIX T10-
KPOBOB M CJIM3UCTBIX, CHUKEHHBIN Typrop KOXH,
«3anaBlliue Ijaza»)

DHype3 MHorokpatHasi pBoTa

[Mporpeccupyioliiee cHukeHUe Macchl Tena  Jpixanue Kyccmayns — paBHOMEpHOE penkoe
JbIXaHWEe C [JYOOKMM LIYMHBIM BIOXOM U YCH-
JICHHBIM BBIIOXOM



Tabnuua 6 (okoH4aHue). [TposBNEHUs caxapHoro Auabera

Heyprenrthbie VpreuTHsie
PeuyauBupyiolye KOXHble HHGOEKINH 3amax aleToHa B BBIIBIXaEMOM BO3IyXe
CirabocTb, yTOMIISIEMOCTD PacctpoiicTBo co3HaHUs (e30pUEHTAIIMSI, TTpe-

KOMAaTO3HOC MUJIM, PEXKE, KOMATO3HOC COCTOHHI/IC)

BynabBut, 6anaHut

JunabeTnyeckuii KeToaunmo3 6e3 JeuyeHUus TMIPUBOIUT K cMepTU. boibHbIe
HYXIAIOTCS B HEMEIJICHHOM JIEYCHNMM M OKa3aHWU CIeMATN3UPOBAHHOM
nomoiiu (E).

YacTuuHasa pemuccus, unu cpasa «MmegoBoro mecsauya»

HaGmromaeTcst rmocie Havasia JJeueHWs MHCYJIMHOM npuMepHo y 80% nerei,

MPOJOLKUTEILHOCTh COCTaBIISIET OT HECKOJbKUX HEAEJNb J0 IOJYyroaa, pei-

KO0 — roa u ponbiine. Maza peMUCCHUM caxapHOTO AuadeTa SIBJISIeTCSI BpeMeH-

HOI M He o3HauvaeT uziaedeHus (E).

e TIOJIHAsI pEMUCCHSI — TIpeKpallleHue BBeIeHUsI MHCYIMHA 0e3 YXyIIIeHUs
rmoxasartejieil TJIMKEeMUU;

e YacTMYHAsl PEMUCCUS — TMOTPEOHOCTb B MHCYJIMHE COCTaBIISIET MEHee
0,5 EJI/xr, a KoHIIeHTpallus IJIMKMpOoBaHHOTO remorysioouHa (HbA,.) B
KpoBu — MeHee 7%.

Jla6opaTopHblie uccnegoBaHma

I'mneprimkeMuss — TJIaBHBIN JTabopaTopHBI mpu3Hak C/I.
HopmanbHble moKa3aTe/lIn YPOBHS INIFOKO3bl B KAITWIISIPHOM KPOBM:

e HOBOpPOXIeHHBIE — 1,6—4,0 MMOJIB/JI;

e JIOHOIIEHHBIC TPYyIHbIC neTH — 2,78—4,4 MMOJIb/1;

e JICTW paHHEro Bo3pacTa M IIKOJbHUKU — 3,3—5,0 MMOJB/IT.

I'moko3ypus. B HopMe y 3M0pOBOro 4yesioBeKa INII0K03a B MOYE OTCYTCTBYET.
I'moko3ypusi mpyu HOPMAJILHOM YPOBHE TJIIOKO3bI B KPOBU MOXKET O3Ha-

YaTh Cleayloliee:

e MOYECYHbIN AUAbET;

e HajgUuue APYrux caxapoB ((PPYKTO3bl, rajakTo3bl, JJAKTO3bI, JIEBYJIE3bl)
MIpU HACJIeICTBEHHBIX 3a00JieBaHUSIX OOMEHa BEILECTB;

e paHHIO0O cTaguio MODY3.

Ketonbl. OnipenenisiioT ypoBHHU alieroalierata B Moue M 3-okcuOyTupara B
KpPOBU. YpOBeHb [3-O0KcHMOyTHpaTa B KpOBHM Bbiliie 0,5 MMOJIb/JT SIBJISIETCS TI0-
BBILLIEHHBIM.



[narHocTnka 1 neveHne caxapHoro mnabeta mna 1 y OeTen 1 NOAPOCTKOB

KeToHypus 1py HOpMaJIbHOM YPOBHE TJIIOKO3BI B KPOBU MOXET HaOJIIO-

JaThCs B CIAEAYIOIIMX Cydasix:

e MH(EKIIMOHHBIE 3a00JIeBaHNS C BBICOKOI TeMIIEPaTypOii;

e PBOTA;

e pallMOH C HU3KUM COJEpXKaHUEM YIJTIE€BOAOB, OCOOEHHO Y MaJ€HbKUX JIe-

Teil (alleTOHEMMYECKNE COCTOSHUSI paHHETO BO3pacTa).

YpoBeHb INIMKHPOBAHHOIO I'€MOIJIOOMHA OTPakKaeT COCTOSTHUE YITIEBOTHOIO
oOMeHa B TeueHMe MocjenHux Tpex mecsueB. OueHka ypoBHs1 HbA,. uc-
MOJIB3yeTCs ISl moATBepxKaeHus nuarHo3a CJI 1 olleHKU CTeTIeH! KOMIICH-
caluu yrjieBogHoro oomMeHa y 6oabHbix CJ/I, monayuaromux jgeyeHue. Hop-
MajbHBINA ypoBeHb HbA,, cocraBiser 4—6%, HbA, — 5—7,8%.

AyTtoanTturea K antureHam oeta-kimetok (ICA, GADA, 1AA, 1A2) — um-
MYHOJIOTMYEeCKIEe MapKepbl ayTOMMMYHHOI'O MHCYJIUTA.

C-nentua — Mapkep OCTaTOYHON CeKpellMyd MHCYJIMHA.

e 0asanmpHBIN ypoBeHb C-TIeNTHUIA y 3M0POBBIX Joneit cocrasnsteT (,43—

2,61 umonb/n (1,1—4,4 ur/mi);

e nipu CI1 ypoBenb C-mienTuaa CHUKEH WJIM HE OIpeaessieTcs;
e II0CJIC CTUMYJISIIIAM TJI0OKO30M WJIM CTAaHOAPTHBIM YIJIEBOAUCTBIM 3aBTpa-

KoM ypoBeHb C-menituaa y 0oibHbIXx CJI1 3HauMMO He MOBBILIAETCS, a

npu CI2 — 3HauMTENbHO BO3pACTaeT.

Jlevenme CL1y neten v NnogpoOCTKOB
B YCIOBUSIX CTaloHapa

ITomomps aetsam ¢ CJI1 ocyiuecTBiasieTcss Ha aMOyJIaTOPHOM U CTallMOHAp-
HOM YPOBHSIX.
Jleuenme CJ/11 y meTeii cKampIBaeTCs U3 CIEIYIONIX OCHOBHBIX (PAKTOPOB:
e MHCYJMHOTEPAIINSI;
e IIpaBUJbHOE IUTAHUE;
e (pusMUecKUe HATPy3KU,
e 00yYeHHME CAMOKOHTPOJIIO M MPOBEACHUE €r0 B JOMAIIIHUX YCIOBUSIX;
e TICUXOJIOTMYECKasl TOMOIIb.
IHenu neyenus nereii u moapoctkos ¢ C/I1:
e JIOCTMKEHME MaKCHMAaJIbHO OJIM3KOTO K HOPME YPOBHSI YIJIEBOAHOIO 00-
MEHa;
e HOpMaJIbHOC (PM3MYECKOE M COMATHMIECKOE pa3BUTHE peOeHKa;
e PA3BUTHE CAMOCTOSITEIBHOCTM M MOTMBAILIMU K CAMOKOHTPOJIIO;
e MpoduiakTUKa crienduuecKux ocI0XHEHUN caxapHoro auabera.

UHcynuHOoTEepanusa

B Poccuu y ngeteit u moapoCTKOB MPUMEHSIIOTCS TOJIBKO TTperapaThl YeJIoBe-
YECKOIro FeHHO-WHXXEHEPHOTO MHCYJAMHA U aHaJIoTM MHCYIrMHa (Tadi. 7).



Ta6nuya 7. Tunbl npenapaToB WHCYNKHA, NPUMeHsIEMbIX B Poccuiickoit @eaepaunn y AeTei n
NoAPOCTKOB, U NPOUNb UX AeiCTBUS

Tun uHCy1MHA Havano TInk JlnuTenbHOCTH
JeCTBUSA, 4 JeHCTBHS, 4 JelCTBHSA, 4

AHaJory yJabTpaKoOpoTKOIo JeMCTBUSI — acmapT 0,15—0,35 1-3 3—5

(HoBoPanum), rmynusuH (Anumnpa), JTU3Ipo

(Xymauior)

IIpocToit — KopoTkoro AeiicTBUs (AKTpamui 0,5—1 2—4 5—8

HM, Xymynun Perynap, Mucyman Pamum)

Cpenneit pnutenbHocTu aeiicteust (ITpotadan 2—4 4—12 12—24
HM, Xymymun HIIX, UHcyman basan)

BazasibHble aHAJIOrM MHCYJIMHA
Amnazor uHcynuHa riaapruH (JlaHTyc) 2—4 Her 24

Ananor uHcynauHa neremup (Jlesemup) 1—2 6—12° 20—24%

* Onst mo3 0,2—0,4 EJI/xr 50% makcuManbHbIi 3¢ deKT HacTymaeT B MHTepBajie oT 3—4 1o
14 4 nocye BBeACHMUSI.

6 ITpu nosze 0,4 EA/xr — 20 u.

Hpyrue mpernaparbl 4YeJIOBEYECKOIO MHCYJIMHA — KOPOTKOTO ACHCTBUS
(buocynun P, MHcypan P, Puncynun P, Pocuncynun P) u cpenHeil npo-
nomkutenbHoct  neictBust (Mucypan HIIX, buocynun H, Puncy-
mmH HITX, Pocuncynun C) y mereit 1 mogpoCTKOB He nUcciaeaoBaHbl. Cme-
IIaHHBbIE YeJIOBEUYECKUE WHCYJIUMHBI HE MCIOJB3YIOTCSI B TEAMATPUYECKOM
MpaKTHUKeE.

WHCyIMHB KOpPOTKOIO OeMCTBMUSL (IPOCTOl WMHCYJIMH) BBOISITCS 3a
20—30 MUH 10 eapbl.

AHajioru yabTpakopoTkoro aeictBus (Xymanor, HooPanua u Anuapa)
BBOJISITCSI HEIOCPEACTBEHHO Itepe npremMoM rmuinu (C), 001agamT CXOIHBI-
MM BPEMEHHBIMM MPOWISIMU IEUCTBUS BHE 3aBUCUMOCTH OT 103bl (C).
[IpuMeHeHre aHAJIOTOB YJAbTPAKOPOTKOrO NEMCTBMSI CHUXKAET 4acTOTy M-
noriaukemun (A, B).

BbecnukoBble aHanorM MHCYJAMHA MPOAJEHHOro AeiicTBus: JIaHTyC BBO-
nutcst 1 pa3 B CyTKU, MOXET Ha3HayaThCs 2 pa3a B CYTKU ISl 00eCTIeYeHUS
OIITUMAJIBHOTO Oa3anbHOro ypoBHs MHCyanHA B KpoBu (C). Ilpu mepexone
Ha JlaHTyc oOmast mo3a 0a3ajJbHOTO MHCYJIWMHA TOJKHA OBITh CHUIKEHA Ha
20% Bo uzbexanue runoraukemuu (C). JleBemMup B OOJBIIMHCTBE ClIy4aeB
BBOmuTCA 2 pa3a B cyTku (A, E). IIpu mepesone ¢ HIIX Ha JleBeMup ero Ha-
yayibHas go3a He MeHseTcs (E). Hanbomee BaxkHOI xapaKTepUCTUKON MHCY-
mmHa Jlantyc (A, B, C) u uncynuna Jlesemup (A, B, C) aBasgeTcsa cHukKeHMne
YacTOTHI TUITOIVIMKEMUI TIPY UX MPUMEHEHUH.
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BHyTtpuBeHHOe BBeaeHUE MHCYIMHA. IIpocToii 4yenoBedyeCcKUit MHCYIUH
MOEeT BBOJIUTHCS B/B, UTO MCIOJb3yeTcs npu JKA 1 Xupypruyeckux ore-
panusx. YJIbTpaKOPOTKME AaHAJOIM HMHCYJIMHA TakKXKe MOTYT BBOIUTHCS
B/B (C). DpPpeKTUBHOCTH YIBTPAKOPOTKMX aHAJIOTOB IIPU B/B BBEACHUU HE
npeBocxoauT 3¢ (hEeKTUBHOCTU IIPOCTOTrO YeJI0BEYECKOIOo MHCYJIMHA.

[o3a uHcynuua

V kaxgoro pedbeHka MoTpeOHOCTh B MHCYJIMHE U HEOOXOAUMOE €My COOTHO-
IIEHWE WHCYJIMHOB pPa3IMYHON IJIMTEIIBHOCTA OIIPEISISIOTCS WHINBUIY-
anpHO. B mepBbie 1—2 roga 3a6os1eBaHus TTOTPEOHOCTh B UHCYJIMHE B CPEIHEM
cocrasisier 0,5—0,6 EJI/kr. Yepes 5 et ot Havaa 3a00jieBaHUs Y OOJIBIIH-
cTBa OOJILHBIX ITOTPEOHOCTDL B MHCYJIMHE TToBbIIaercs 1o 1 EJI/kr, a B mepuon
MOJIOBOTO CO3peBaHusI OHa MoxKeT mocturaTth 1,2—1,5 EII/KT.

Cpencrtea ans BBeA€HUS UHCYNNHA

1. Uncyaurnoswvie wnpuy-pyuxu ¢ 3alIOJTHEHHBIMM MHCYJIMHOM KapTPUIKaMU,
MO3BOJISIIOLIME U3MEHSTh A03y MHCyauHa ¢ marom B 0,5—1 EJI.

2. Odnopa3zosvle NAACMUKOBblE UHCYAUHOBbIE WNPULbL C (DUKCUPOBAHHBIMU U2-
aamu. I'pagyrpoBKa WHCYJIMHOBBIX IIIIPUIIEB MOJKHA COOTBETCTBOBATH
KOHLICHTPALMU UCIOJb3yeMbIX MHCYIMHOB. et u noapoctku ¢ CJI u
UX POAMTENIN TOJLKHBI YMETh I0Jb30BaThCsl MHCYJIMHOBBIMU IIIPULIAMU
Ha Cllydyail MOSIBJIEHUSI HEUCIIPABHOCTU APYIUX YCTPOMCTB U1 BBEICHUS
MHCYJIMHA.

3. Uncyaunosvle nomnol SIBISIIOTCS HanOoOJIee COBPEMEHHBIM CPEICTBOM BBe-
JNeHUST MHCYJIMHA.

WncynuHoTepanusa npu manugecTauum 3abonesanns

Bce netu ¢ BnepBbie auarHoctupoBaHHbIM CJI mofiekaTt rocruTaau3aluu:

e HayaJibHasl 1032 MHCYJIMHA KOPOTKOIO NEMCTBUS Iepes OCHOBHBIMU IIPU-
emamu iy cocrasiseT 0,5—1 EJl y mereit mepBwIX JeT kn3uu, 2—4 EJ]
y MJIAAIIMX IIKOJbHUKOB U 4—6 EJI y moapocTKOB;

e KOPPEKIHMS T03bl MHCYJIMHA IPOBOAUTCS B 3aBUCUMOCTU OT JUHAMUKU
YPOBHSI TJIIOKO3HI B IJIa3Me: IIPA CTaOMJILHOM YPOBHE TJIIOKO3BI 103y MH-
CyJMHa MoBbIIAalT Ha 50%, npu Bo3pactaHuu nosbimaior Ha 100%, npu
CHIKEHUM YMeHbIIaoT Ha 25—50%;

e IIpM BBIPAXK€HHOM TUIEPIINKEMUH IIPOBOISITCS TOIMOJHUTEIbHBIE NHBECK-
LIMA MHCYJIMHA — TIepel BTOPHIM 3aBTPAKOM, ITOJIIHUKOM, BTOPBIM VKM~
HOM, B 24.00, 3.00 u 6.00;

e IIpM CTAOMIM3AIMM YPOBHS TJIIOKO3bI — IIEPEeBOI HAa MHTEHCU(MUILIMPO-
BaHHBIN PEXXKUM WHCYJIMHOTEPAITHMN.

PeXxumbl BBEieHUSA WHCYNNHA:

e 0a3MCHO-O0O0IIOCHBIN peXUM (MHTEHCU(ULMPOBAHHBIM pPeXuM, WIU pe-
KM MHOXECTBEHHBIX MHBEKIINI) — MCIIOIb30BaHME aHAJIOIOB MHCYIMHA
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VIIBTPAKOPOTKOTO/KOPOTKOI'O NIEMCTBUSI TIepel OCHOBHBIMHM IIpUEMaMU
MMUIIY ¥ MHCYJIUHOB CpeIHEl IPOAOJIKUTEIbHOCTU NEWCTBUS/OECIIMKO-
BBIX aHAJIOTOB 1—2 pasa B CYTKWU;

e PEXXUM IOCTOSTHHOM I1/K MHMY3MU MHCYJIMHA C UCIIOJIb30BaHUEM MHCYJIH -
HOBOIi IMOMIIBI TTO3BOJISIET MAaKCUMaJIbHO MPUOJU3UTh YPOBEHb MHCYJIMHA
B KPOBH K (PM3MOJIOTMIECKOMY;

e B IIEPUOJ YACTUYHON PEMUCCUN PEXKUM MHCYIMHOTEPAIIUM OIpeaesieTCsT
YPOBHEM IJIIOKO3BI B ILJIa3Me.

CamMoOKOHTpONb

CaMOKOHTPOJIb — PEryJIsIpHbIA KOHTPOJb YPOBHS IJIIOKO3bI B IlJ1a3Me 00y-
YEHHBIMM TAllMEHTaMM WJIM YIeHaAMM MX CeMeM, aHaJln3 ITOJYyYEeHHBIX pe-
3yJbTAaTOB, Y4YeT peXMMa INMUTAaHUSI U (PU3NUECKOM aKTUBHOCTH, YMEHUE

MPOBOJIUTH CAMOCTOSITEJIbHYIO KOPPEKLIMIO MHCYJIUHOTEPAIIMM B 3aBUCHMO-

CTU OT MEHSIOLIUXCH YCIOBUI:

e 00yYeHME CAMOKOHTPOJIIO TT0 OCHOBHBIM BOITPOCAaM (CHUMIITOMBI CaXxapHO-
ro auabera, MPUHIIMITBE MHCYJIMHOTEpAIlY, IIpaBuIa IMoadopa U KOppeK-
LIMK 003 MHCYJIMHA, PEXUM MUTAHUSI, IOACYET KOJIMIECTBA YIJIEBONOB, 3a-
HSITHSI CIIOPTOM, IOBEIEHME B CiIy4ac BO3HMKHOBEHUS TUIIOTJIMKEMUH,
KeToaluao3a, IPU MHTEPKYPPEHTHBIX 3a00JieBaHMSIX) IIPOBOIUTCS B
IlIxone nuabdera;

e ONTUMAJIBLHO OIPENECHNE YPOBHS INIIOKO3bI 4—6 pa3 B CYTKH;

e cucTeMa JIJINTeIbHOro MoHuToprupoBaHus rmukemun (CGMS, Continuo-
us Glucose Monitoring System) ncronb3yeTcs Kak JIOTIOTHEHNE K TPpaau-
LIMOHHOMY CaMOKOHTPOJIIO B CJIy4ae CKPBITBIX TMIIOTJIMKEMUN WU MpU
YacThIX TUITOTINKeMudyeckux anusonax (E).

[nabetnyecknin ketoaumngos
N KeToaumgoTnyeckas koma

Huabetnyeckuii keroauumo3 (JAKA) — octpas auabetrueckasi JEKOMITCH-
calus oOMeHa BeIEeCTB, IPOSIBISIONIAsICS PEe3KHWM IOBBIICHUEM YPOBHS
IJIFOKO3bI ¥ KOHIIEHTPALMU KETOHOBBIX TeJI B KPOBH, IIOSIBJICHEM MX B MOUE
W pa3BUTUEM META0OJMYECKOTO alua03a, COMPOBOXKIAOIIASICS Pa3IMIHON
CTENeHU HapylLIeHUSIMM CO3HAHMSI WM IpoTeKarolas 0e3 HUX U Tpedylo-
IIast SKCTPEHHOU TOCHUTAIN3alUKA OO0JIBHOTO.

buoxummyeckue kpurepuu JIKA:
e rurnepriukeMus > 11 MMoJb/J;
e pH BeHo3HoIt kpoBu < 7,3 Mau ypoBeHb OMKapOoHATOB < 15 MMOJIB/T;
e KETOHEMUS WU KETOHYpUS.
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Crenensb Tsxectu KA omnpenesnsieTcsl cTeneHblo aluao3a:
e nerkuit IKA — pH BeHo3HoI1 kpoBu < 7,3 Miu ypoBeHb OMKapOOHATOB
< 15 MmMomb/11;
e ymepeHHbIi JIKA — pH BeHO3HOI KpoBU < 7,2 WM YpOBeHb OMKapOOHa-
ToB < 10 MMOJB/T;
o TsuKenbli JIKA — pH BeHo3HoIi kpoBu < 7,1 uin ypoBeHb OMKapOOHATOB
< 5 MMoIB/TI.
Huarno3 JIKA ocHoBbIBaeTcsl Ha KIIMHUYECKOI KapTHUHE, XKajo0ax, Halu-
YU TUNIEPIIMKEMUH, TIIIOKO3YpUH 1 KeToHypuu. OCHOBHEBIE TaOOpaTOpPHbBIE
nokazateau npu pa3zsutuu JIKA npencrtaBieHbl B Ta0I. 8.

Ta6nuua 8. JTabopatopHble NoKasaTenn anabeTyeckoro Ketoaumaosa

IToka3arenb B Hop™me IIpu KA Kommenrtapmii
YpoBeHb TTI0KO3bI 3,3—5,5 mmons/n T O6bIYHO BhINIE 16,6
YpoBeHb Kanus 3,8—5,4 mmons/1 N wm T TIpu BHYTpUKIETOYHOM AeduLnTe

KaJusl ero ypoBeHb B IJIa3Me MC-
XOIHO HOPMAJIBHBIN WIIM JaXKe
MOBBIIIEHHBI BCIEACTBUE LU0~
3a. C HavajoM perujaparaiuuu u
WHCYJIMHOTEPANUK pa3BUBaeTCs
TUTTOKATEeMUS

AktuBHOCTh ammiazel < 120 EJ/n ) AKTHBHOCTb JIMIa3bl OCTaeTCsl B
TIpeNieIax HOPMBbI

Yucno neiikouuToB 4—9x10° ! 0 Jaxe npu OTCYTCTBUU UHOEKIUU
(CTpecCOpHBI JTEHKOIIUTO3)

I'a30BbIiT cOCTaB KpOBU MeTaboanyeckuii auua03 ¢ Jac-
TUYHOI pecrMpaTopHO KOMIIEH-
cauuen

pCO, 36—44 MM pt. cT. W Cumxaetcst 1o 15 MM prt. cr. Ipu

COTTYTCTBYIOIIIEW IBIXaTEIbHOM
HenocratrouHoctu pCO, — MeHee
25 MM pT. CT., IPU DTOM pa3BUBa-
eTcsl BbIpaXkeHHasi Ba30OKOHCTPUK-
LIUST COCYIOB TOJIOBHOTO MO3Ta,
BO3MOXHO pa3BUTHE OT€Ka MO3ra

pH 7,36—7,42 W CHuxaercst 10 6,8

VpoBeHb Jlakrara < 1,8 MMoOJB/IT N wm T Jlakraraummnos BbI3BIBACTCS TH-
nepnepdy3neii, a TaKXKe aKTHB-
HBIM CHMHTE30M JIaKTaTa IeYeHbIO
B ycioBusix cHukeHust pH < 7,0

AxkTtuBHocTh KOK, 0 Kaxk nmpusHak nporeouza
AcAT

T — noBsieHo; ¥ — cHmxeHo; N — HopMaibHOe 3HaueHne; KOK — kpeatnHdochokmHa-
3a; AcAT — acnapratamMmuHoTpaHcdepasa.
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JleueHue

Jleuenue mpu TseKenoM KA momKHO IMIPpOBOAUTHCS B LIEHTPaX, THE UMEETCS
BO3MOXHOCTb OLIEHKM W MOHMTOPHMHIAa CHUMIITOMOB, HEBPOJIOTUTYCCKOIO
craryca u jadbopatopHbix nokasateneii (C, E). ExxedacHo peructpupyiorcs
MMyJIbC, YacToTa AbiXxaHWsi, AJl, ompemeseTcss HEBPOJOTMYSCKUI CTaTyC;
npoBoauTcss MoHUTOpUHT DKI'. Benercs mpotokon HabmogeHUs (B KOTO-
PBIii 3aHOCSITCSI pe3yJIbTaThl BCEX U3MEPEHUI ColepKaHuUsI TJII0KO3bI B KPO-
BU WX TUTa3Me, KETOHOBBIX TeJl, JIEKTPOJIUTOB, Kaublins, docdara, Kpea-
TMHMHA B CbIBOPOTKe, pH M razoBoro cocraBa apTepuaibHOW KPOBU, TJIIO-
KO3bl 1 KETOHOBBIX T€JI B MOUY€, 00BbEM BBOAMMON XKUIKOCTU, BUO MHGY3U-
OHHOIO PacTBOpa, CIIOCO0 M IPOMO/IKUTEIbHOCTh MH(MY3UHU, TIOTEPU XK~
KOCTH (Ouype3) U 103a MHCYJIMHA). B Havane eyeHus 1abopaTOpHbIE MoKa-
3aTeIM ONpPEAesIOT Kaxable 1—3 4, B JajJibHeIIeM pexe.

Jleuenue JIKA BkIItoUaeT: peruapaTaluio, BBeAeHUE UHCYIMHA, YCTpaHEHUE
3JIEKTPOJINTHBIX HAPYIIIEHUI, OOPHOY C allu030M C MOMOIIBIO BBEIEHUS OU-
KapOOHATOB, OOILKE MEPOIPUITHS, JIeUeHUE COCTOSIHMIA, BhI3BaBIINX [IKA.

Perupparamuio riposonst 0,9% pacrBopom NaCl njis1 BOCCTAHOBICHUS Tie-
pudepudeckoro kpopoodOpauieHuss (E), HO He T'MIOTOHUYECKHUM pPacTBO-
poMm. Hauunamo eeedenue yxcudxocmu caedyem 00 HA4aaa uHCyAuHOmMepanuu.
Perunparanus y gereit ¢ KA gojkHa OpOBOAUThLCS Oojiee MEIJIEHHO U
OCTOPOXHO, YeM B IPYIUX Clyyasx.

Wncymunorepanusa. BBeneHue MHCyIMHA HAauMHAIOT ciycTs 1—2 4 mocie
Havana perugpatanuu (E, C). Mcnonb3yroTcs mMajbie 10361 B/B BBOIMMOIO
nHcynIrHa (A) KkopoTKoro neiicteust. HauanpHasg mo3a — 0,1 EJI/xr/4 (MoxX-
Ho pa3Bectu 50 EIl mHcynuHa B 50 MJI (pM3HMOJIOTUUECKOIO pacTBopa, TOT-
na 1 EJI =1 mur). 50 M1 cMecu IpomycKaioT CTPYMHO Yepe3 CUCTEMY ISl B/B
UHGY3U ¢ Leablo abcopOLMU UHCYJIMHA HAa CTEHKaxX CUCTeMbl. Jlo3a MHCY-
JnHa coxpaHseTcs Ha ypoBHe 0,1 EJI/xr/4, mo MeHblIeil Mepe, 10 BbIXoaa
oompHoro u3 KA (pH Bwmme 7,3, ypoBeHb OMKapOOHATOB OOJbIIe
15 MMoOJIb/TT WM HOpMaIU3alvsl aHWMOHHOM pasHuubl) (B). Ilpn GeicTpom
CHIDXKEHUM YPOBHS TJIIOKO3bI B IUIa3Me M HOPMaJIM3allii METa0OJIMYECKOIo
alma03a 103a MHCYJIMHA MOXeT ObITh cHizkeHa 1o 0,05 EJI/kr/4 wim MeHee.
Y MalleHbKHX JeTeil HadaibHas go3a MoxkeT cocrtapiasath 0,05 EJ/kr/d,
a TIpU TSDKEJION COITYTCTBYIOIIEH THOMHOW MHMEKIUU — YBEeJINYMBATHCS
1o 0,2 EI/kr/y.

[Ipy HOpManM3alMU KUCJIOTHO-ILIEJIOYHOTO COCTOSIHUS MEepexXoasiT Ha
/K BBelAeHUE MHCyIMHa Kaxaeie 2 4. [lpm oTcyrcTBMM KeTo3a Ha
2—3-1 CcyTKM OOJIbHOTO MEpeBOMSIT HAa BBEACHME WMHCYJIMHA KOPOTKOTO
neicTBUsI 5—6 pa3 B CyTKH, a 3aTeM Ha OOBIYHYI0O KOMOMHUPOBAHHYIO MH-
CYJIMHOTEPaIuIo.

BoccranoBiienue ypoBHS Kajms. 3aMECTUTENIbHAs Tepamnusi HeoOXxomnma
BHE 3aBUCMMOCTH OT KOHIIEHTPAIIMM Kausl B CHIBOPOTKE (A). 3aMeCTUTENb-
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Has Tepamnus KaJMeM OCHOBBIBACTCSI Ha TaHHBIX €TI0 OIIpeAe/ICHUSI B ChIBO-
POTKE M IIPOJIOJKAETCS B TeUEHUE BCEro Iepuoja B/B BBEACHUS XKUIKO-
creit (E).

Bopbda ¢ anunosom. buxapbonamor ucnoavsyromes moavko 6 cayuae msice-
1020 auudosa (pH xpoBu Huke 7,0), KOTOPHIN IPO3UT MOJABICHUEM BHEIII-
Hero abixaHus (npu pH Huxe 6,8), nmpu npoBeAeHUN KOMILIEKCa peaHuMa-
LIMOHHBIX MEPOIIPUSITUIA.

MonuTtopunr coctostnus 60JbHOr0. ConepkaHue IIIOKO3bl B KAIMJUISIPHOR
KPOBU ompeeisieTcs Kaxnplii yac. Kaxnabie 2—4 4 IpoBOIUTCS Ompeaesie-
HIE B BEHO3HOI KPOBU YPOBHSI TJIIOKO3bI, 3JICKTPOJUTOB, MOUEBUHEI, Ta30-
BOT'O COCTaBa KPOBM.

Ocaoxuenns tepanmu JIKA: oTek Mo3ra, HeaaeKBaTHasl peruapaTallys,
TUTIOTJIMKEMUSI, TUTIOKAJIMEMHUSI, TUIIEPXIOPEMUYECKUIA allua03.

[loMnoBasa MHCYNMHOTEPanus

MHcynuHOBas momIta — MOOWIBHOE 3JIEKTPOHHOE YCTPOMCTBO, ITIOCTOSSHHO

HOCUMOE MaluueHToM, BecoM 65—100 r. B Heil ucmob3yeTcsl TOJBKO OAWH

BUJ MHCYJIMHA, B OCHOBHOM OBICTPO/IEICTBYIOIIME aHAJOIM MHCYJIMHA, KO-

TOPBII ITOJAETCSI B ABYX pexkMMax — 0a3MCHOM U OOJIOCHOM.
IIpenmynecTBa MHCYJIMHOBBIX TTOMIT:

e VMHAMBUAYaJIbHbBINA MOAOOP 0a3MCHOI CKOPOCTU BBEACHMSI MHCYJIMHA;

e BO3MOXKXHOCTb YMEHBIIMTH CKOPOCTh 0a3MCHOM momauu Ipu (pU3NIECKOM
Harpy3ke BIUIOTh 0 OTMEHBI;

e pacIIMpeHHbIE BO3MOXHOCTU OOJIOCHOIO pexuma (CTaHIapTHBIM, Mpo-
JIOHTMPOBAaHHBI 1 MHOTOBOJIHOBOI);

e CHIDKEHUE BapuabelbHOCTU NEUCTBUS BCIEACTBME MCIOAb30BAHUS aHa-
JIOTOB MHCYJMHA YJIbTPAaKOPOTKOrO IEMCTBUS;

e BO3MOXKXHOCTB ITOAAYM MaJIbIX J03 MHCYJMHA ¢ ToyHOCThIO mo 0,01 EJI;

e YMEHbIIICHUE KOJIMYECTBA UHBEKIIUIA.

IToka3anus K KMCIIOJIb30BaHUIO ITOMIIOBO Te€paruu:

e HEBO3MOXHOCTh JOCTUKEHMS KOMIICHCALIMU YIJIEBOIHOTO OOMeHa, 0OJIb-
1asi BapuadeJIbHOCTh YPOBHSI TJIIOKO3bl B TeUeHUE CYTOK BHE 3aBUCUMO-
ctu ot ypoBHS HbA,. (C);

e «(peHomeH yrpeHHeit 3apu» (E);

e CHWXeHue kauyecTBa XusHU (E);

e yacteie runoraukemuu (C);

e JIETH MJIAMIIETO BO3pacTa ¢ HU3KOM MOTPEOHOCTHIO B MHCYJIMHE, OCOOCH-
HO MJIaJICHIIbl 1 HOBOPOXIEHHbIE — HE CYIIIECTBYET BO3PACTHBIX OIpaHU-
yeHU# ucrnosib3oBaHus nomn (E);

e urnopodust (E);

e peryispHbie 3aHsATUS ciopToM (E).
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IToMny MOXHO MPUMEHATh TpU 1000k aauteabHoct CI, B ToM 4ucie B
Jnebrore 3a0oseBaHus (A). B OONBIIMHCTBE cllydaeB MepeBOnd Ha MOMITOBYIO
MHCYJIMHOTEPAIIUIO CJICAYeT OCYLIECTBIIATL HE paHee 4eM depe3 6 Mec mocie
MaHudectamu CJ1, mocie Toro Kak naiueHTbl U X POAUTENN OBJAICIOT Ha-
BBIKAMU YIIpaBJICHUST 1a0eTOM U MPUOOpeTyT onpeaeneHHbIin onbIT (E).

IIpoTuBOMOKA3aHMs 17151 TIpeBOAa Ha MOMIIOBYIO MHCYJIMHOTEPAITHIO:

e OOJIbHOW W/WJW YJIEHBI €r0 CeMbHU TUIOXO COOJIIONAIOT PEXUM JICUYEHMS
BCJIEICTBME HEAOCTATOYHON OOYYEHHOCTU JIMOO HEXeJIaHUSl WJIM HeyMe-
HUS TIPUMEHSTh 3TU 3HAHUS Ha MpaKTUKE;

e TICUXOJIOTUYECKHE U COLMAIbHBbIC MPOOJEeMbl B CEMbe (aJTKOTOJIM3M, aco-
LIMaJIbHbIE CEMbHU, MOBeAeHYECKNE 0cOOeHHOCTU pedbeHka u ap.) (E).
YciaoBus nepeBoga Ha IIOMIIOBYIO TepaIuio:

e JIOCTAaTOUYHBII YPOBEHb 3HAHUI Yy IMalleHTa U/WJIN YWICHOB CEMbMU,

e IIEPEBOJ B YCJIOBHUSX CTallMOHapa BpayoM, IIPOIIEAIIMM CIeldalbHOe
00y4YeHMe IT0 BOIIpocaM ITOMITOBOI Tepalui.

VYcaoBus npekpamenusi mommosoit Tepanuu (E):

e peOEHOK WJIM €ro poauTeau (OMeKyHBI) XKeJaloT BEPHYThCS K TPAIAULIMOH-
HOW Teparuu,

e MEIUIIMHCKNE TTOKA3aHUSs:

JacThle 3MU30AbI KETOAlMI03a WIM TMIOIJIMKEMUM BCIEICTBUE Hempa-

BUJIBHOTO YIIPABJICHUS TIOMIION;

HeaGPEeKTUBHOCTh TOMITIOBOI TepallvMy 110 BUHE MalleHTa (JacThle IPo-

IMyIIeHHbIe OOJIIOCHI, HealeKBaTHasl 4acToTa CaAaMOKOHTPOJISI, OTCYTCTBUE

KOPPEKTUPOBOK 103 MHCYJINHA);

yacTtoe MHGUIIMPOBAHME B MECTaX YCTAaHOBKHU KaTeTepa.

JleveHne caxapHoro gnabdeta
B amOy1aTopHbIX YCIIOBUAX

Ycnex BeleHUSI MALMEHTOB B aMOYJIATOPHBIX YCIOBUSIX OIpeAesiseTcs He
TOJBKO aIeKBAaTHOCTHIO ITOAOOpPAaHHON WHCYJIWHOTEpAIlMi, HO U OITBITOM
HaBBIKOB CAMOKOHTpOJIsT B goMainHux ycioBusix (E). B mepBole 3—6 Mmec
nocjae MaHudectauuyu auabera TpeOYeTCsST JOCTATOYHO YACThIA KOHTAKT C
JETCKUM 3HIOKPUHOJIOTOM MOJHWKJIMHUKU, B HajbHeimeM — 1 pa3 B 1—
3 Mec B 3aBUCHMOCTHU OT TeUEHUsI 3a00JIeBaHUS U MOSBICHUS CJIOXHOCTEH B
BEICHUM TALIMEHTa; IJIsI AeTel MePBhIX JIET KM3HU KOHTAKT C SHIOKPUHOIO0-
TOM Takke JOJDKEH ObITh 00Jiee YacThIM.
B ocHoOBHBIC 3ama4y SHIOKPUHOJIOTA Ha aMOYJIaTOPHOM IIpUEME BXOIUT:
e OIICHKA (pM3MYECKOro pa3BUTUS — POCT, BeC, MHAEKC MAacChl Tela;
e JJaHHBIC OCMOTpa — MeCTa MHbeKINI UHCYInHA, AJl, TTanbnaus neYeH!,
IIMTOBMIHOM XXeJIe3bl, OLIEHKA MOJIOBOrO CTaTyca;
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e OlLICHKA KauyeCTBa ITIMKEMUYEeCKOro KOHTpoJIsT — ypoBeHb HbA ., moka3zate-
JIA TJIMKEMUU 110 JaHHbIM JIHeBHUKA, aeKBaTHOCTh IOICYETa KOJIMYeCTBa
VIJIEBOAOB, y4eT (PM3MUECKUX HATPY30K, KOPPEKLIMU J03bI MHCYINHA;

e CKpUHUHT crnienuduueckux ocinoxaeHuii CI;

e y nmereit crapuie 11 eT ¢ AIUTENBHOCTBIO 3a00JieBaHUs OoJjiee 2 JIeT — Ha-
MpaBlIeHNE K CHeragnucTaM (OKYJHNCT, HeBPOITaTOJIOT).

Oaeaata 1TTéacacdee 63eaaTaiTar taiaia
B 1abn. 9 mpencraBieHbl aganTUPOBAaHHBIE IO BO3PACTY IOKa3aTeau YIJIe-
BOJHOTO OOMeHa, NMpUHITEIE B Poccum.

Ta6bnuua 9. Lienesble ypOBHM YrNeBOAHOr0 06MeHa, aaanTupoBaHHble K Bo3pacTy (Poccuit-
ckuit KoHceHeyc 2010 r., aganTupoBaHHble AaHHble ISPAD, 2009; ADA, 2009)

BospacTthas Crenenb komnenca- YTI'K, Mmoan/n HbA, 9
Tpynna gg;ei’{r; eBOIHOrO Ilepen enoii Ilocne expt Ilepen cHom/
HOYbIO
HomkonbHuku  KomneHcanust 5,5—-9,0 7,0—12,0 6,0—11,0 <85
(0—6 ner) (HO > 17,5)
CyOKoMITeHcaIus 9,0—12,0 12,0—14,0 < 6,0 win 8,5—9,5
> 11,0
JlexoMImeHcalust > 12,0 > 14,0 < 5,0 ummn >9,5
> 13,0
Muanmue Kommencanus 5,0—=8,0 6,0—11,0 5,5—10,0 < 38,0
HIKOIDHIIH CyOKOMITeHcaIus 8,0—10,0 11,0—13,0 < 5,5 wm 8,0—9,0
(6—12 ner)
> 10,0
JlekoMIeHcalust > 10,0 > 13,0 < 4,5 v >9,0
> 12,0
IMonpocTtku Kommnencanms 5,0—=7,5 5,0—9,0 5,0—8,5 <175
13—1
(3=1971eD)  oxommencamms 7,5—9.0 9.0—11,0 <50mwm  7.5—9.0
> 8,5
JlexoMmieHcalust >9,0 > 11,0 < 4,0 um >9,0
> 10,0

VYI'K — ypoBeHb ITIOKO3bI KPOBM.

st noabopa oNnTUMAalIbHON MHCYJIMHOTEPAIIMU IPUMEHSIETCS TaKXKe CHC-
TeMa MPOI0JZKUTEIHHOTO INTI0K03HOro MoauTopuara — CGMS, koTtopast puk-
CHUpYET YPOBEHb IJIIOKO3bI B KPOBU KaXKIble 5 MUH Ha MPOTSKEHUU 3 CYT.

st Kaxkmoro pedeHKa JOJIKHBI ObITh HHAMBUAYAJIBHO OIIPEIEICHBI 1iejie-
BBIC TIOKA3aTe/IM YPOBHS IJIIOKO3HL. LlereBbie moKa3aTem JOJKHEI OBITh I10-
BBIIIEHBI Y JI€Teil C PeIUINBUPYIOIINMHU THUITOIIMKEMHUSIMI VI HEYYBCTBH -
TEJIbHOCTBIO K HAABUTAIOLIEKCS TUIIOTJIMKEMUM.
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[ Mnornnkemma

I'mmoramkemust — HauboJiee yactoe octpoe ocioxHeHue CJ1, coctosiHue,
MPU KOTOPOM YPOBEHb ITIOKO3bI B KPOBU OMAcHO HU30K:

Y HOBOPOXIEHHBIX — MeHee 1,7 MMOJIb/;

y HEJOHOIIEHHBIX — MeHee 1,1 MMoOJIb/I;

yxynmeHnue camouyBctBus npu CJI — B mpenenax ot 2,6 10 3,5 MMob/1
(B Tmrasme — 3,1—4,0 MMoOJIB/M);

IIPU XPOHUYECKON JEKOMIIEHCAIIMM CaXapHOTO AMadeTa yXyIIIeHue caMo-
YYBCTBUSI MOXKET HAOJIOIAThLCS TIPU ITOKA3aTENIsIX MOpsaKa 6—7 MMOJIb/JI;
OTHOCHUTEIbHAS TUITOTJIMKEMUST — TIOSIBJICHUE TUITMYHBIX CUMIITOMOB TH-
MOTJIMKEMUU MPU YPOBHE TJIIOKO3bl B KPOBU > 3,9 MMOJIb/JI, KYITUPYIO-
IIMXCSI TIPY MIPUEME JIETKOYCBOSIEMBIX YIJIEBOHOB.

IIpyunHbI rUIOTIMKEMMIA:

Mepeno3upoBKa MHCYIMHA;

HEIOCTaTOYHOE KOJMWYECTBO YIIEBOHOB;

du3znyeckass Harpyska;

MpUEM aJIKOTOJIs;

HapylleHus] BcachiBaHUs (LIeIMaKusi, MHTEPKYPPEHTHBIE 3a00JI€BaHUS C
PBOTOI1, TIOHOCOM).

IIaTorenes:

HECOOTBETCTBUE MEXIY 03011 MHCYJIMHA, KOJWYECTBOM M XapaKTepOM
MIPUHSTON MUIIM W YPOBHEM HemaBHEl (PU3NUECKOI Harpy3Ku;
HeloCTaToYHasl CeKpelMsl IJIoKaroHa ¥ CHUXKEHHUE aJpeHaJIrHOBOIO OT-
BeTa MpU CHIDKEHUM YPOBHSI TIIIOKO3BI B KPOBH;

HapylieHrne GYHKUINU ITeYeHU W/WIN TOYeK;

IIpUeM TeTpallMKIMHA U OKCUTETPallMKIMHA, CYIb(DaHUIaMUIOB, alleThI-
CATMLIMIIOBOM KMCJIOTHI, 3-aApeH00I0KaTOPOB, aHAOOIMUECKUX CTEPOUIOB.

KnuHumyeckana KapTuHa

Knuandeckasa KapTHHA TUIIOTJIMKEMUYECKMX COCTOSIHUI CBsSI3aHA C DHEpre-
TUYECKUM rojiojaHuem kjetok ILTHC.
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AemoHOMHbIE CUMNMOMDL:
e TPEMOD;
e XOJIOJHBIN TIOT;
e 0JIETHOCTh KOXHBIX TTOKPOBOB;
e TaxuKapaus;
e moBblilieHUE AJl;
e YYBCTBO TPEBOTM M CTpaxa.

CreneHy TSKeCTH THIOIJIMKEMHUYECKUX COCTOSHUI

1 crenen» — Jerkas: TTOTJIUBOCTD, IPOXKb, CepAlieOMeHne, OeCITOKOMCTBO,
HEYETKOCTb 3PEHMsI, YYBCTBO T0OJI0AA, YTOMJISIEMOCTb, TOJOBHAs 0O0JIb.

2 cTeneHb — CpeIHAS: HapylleHHe KOOpIWHALWU, Hepa30opuuBasi pedb,
COHJIMBOCTbh, 3aTOPMOXEHHOCTh, arpeccusl.

3 creneHb — TXKeJdad: CyIOpPOrd, KoMma.

I'mnornukemuuyeckass KoMma BO3HUKAET, €CJIM BOBpeMsl HE MPUHSTb MEpbl
K KYIIMPOBAHUIO TSLKEJIOrO TMITIOTIMKEMUYECKOro coctossHus (tadi. 10).

Ta6nuua 10. CTeneHn THKECTU rUNOrIUKEMUYECKON KOMbI

CreneHu TKeCTH Jleuenne

1 creneHb — Jerkas 10—20 r OBICTPOIEICTBYIOIINX YIJIEBOIOB BHYTPH (ca-
Xap, COK, KOKa-KoJia); NPy COXPaHEHUU CUMITOMATUKU
MOBTOPUTh MPHEM YrieBonoB uepe3 10—15 muH

2 cTerneHb — CpeaHss

3 cTemeHb — TsEKeNnast I'moxkaron (B/M, 1i/k unu B/B): 0,5 MTr B Bo3pacte 10
12 net, 1,0 Mr — B Gosiee cTapiieM BO3pacTe; Wind B/B
20—80 mu 10% pacTBOpa IIH0KO3bI

BeneHune O0nbHbIX caxapHbIM
onabeToM NPyt MHTEPKYPPEHTHbIX
3aboneBaHnAX

HeoOxonnm Gosiee 4yacThlif M THIATENBHBI KOHTPOJb YPOBHS TJIIOKO3bI B
KPOBU 1 KETOHOB B KPOBHU/MOUE.

JleyeHne MHTEPKYpPEHTHOTO 3a00JI€BaHUS TPOBOAUTCS TaK Xe, KaK y Je-
teit 6e3 CJI.

3aboneBaHus, MpPOTEKAIOIIUEe C PBOTOM M JAMapeeil, COMpPOBOXIAIOTCS
CHVDXEHUEM YPOBHS INIIOKO3bI B KPOBU. JIJIsT MpOGWIaKTUKY TUTTIOTJIUKEMUA
B OTUX CJIy4yasix HEOOXOAMMO CHU3UTH J103bl MHCYJIMHOB KOPOTKOIO W IPO-
JIOHTUpOBaHHOTO felicTBusl Ha 20—50%; GoMpHOMY HAIOT JIETKYIO, O0TaTyio
yIJeBOJaMU TUIILY, COKH.

[Tpu pasBUTUM TUNIEPTIIMKEMUN U KETO3a HEOOXOJMMa KOPPEKIIUSI UHCY-
nuHotepanuu (Taba. 11).
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Ta6nuua 11. Koppekums nHcynmHoTepanum

YpoBeHb ITIOKO3bI B KPOBH, YPOBeHb KETOHOB B KpOBH, Koppekims HHCYJMHOTEPANHN
MMOJIb/JT MMOJIb/JT

> 14 0—1 YBenuueHune 1036l UHCYJIMHA KO-
POTKOTO/yJIbTPAKOPOTKOTO ACHCT-
Bus Ha 5—10% oT cymMMapHOi
CYTOYHOU 03Bl

1-3 VYBenuueHue 03kl MHCYJIMHA KO-
POTKOI0/yJIbTPaKOPOTKOTO IEHCT-
Bus Ha 10—20% ot cymMapHOit
CYTOYHOI 03Bl

>3 YBenuueHue 103bl MHCYIMHA KO-
POTKOTr0/yIbTPAKOPOTKOTO AEHCT-
Bust Ha 10—20% ot cymMMapHoii
CYTOUYHOIA 103bI, TOCITUTATU3ALIMS

Y nmanyeHTOB Ha IOMITOBOI MHCYJIMHOTEpAIny 0a3ajabHasl 103a MHCYJIMHA
MOXeT ObITh BpeMeHHO yBejndeHa Ha 20—50—100% 0o CHMXKEeHUST YPOBHSI
IJIFOKO3bI ¥ MCYE3HOBEHMSI KETOHOB B KPOBH.

IToka3anus 1151 TOCIMTAIM3AIMHE PEOEHKA C MHTEPKYPPEHTHBIMHU 3200J1€Ba-
HUSAMH:

e IIPOAOJLKMUTENIbHAsI pBOTa (2 M OoJjiee Jyaca);
e HESICHBIN OUAarHO3 MHTEPKYPPEHTHOTO 3a00JIeBaHMSI;
e HapacTaHME TUIIEPIIMKEMUU M KeTo3a HECMOTpsl Ha JOMOJHUTEJIbHOE

BBeACHME MHCYJINHA;

e TIOSIBJICHME CHMITTOMOB AETHIpATAlN, 3aTOPMOKEHHOCTH, OIBIIIKI, 00-

Jell B XUBOTE;

e BO3pacT Mjamiie 2—3 JIeT IIpY HaJINYUU COMYTCTBYIOIINX 3a00JICBaHMUIA.

OnepaTuBHble BMELLATENLCTBA Y
OOMbHbIX CaxapHbIM onabeToMm

Hetsam ¢ CI1 pa3nuyHble XMPYpruyeckue BMeELIaTeIbCTBAa MOTYT ITPOBO-
JINTHCI TOTBKO B MEAWIIMHCKIX YIPEXKICHUSX, MMEIOIINX OIBIT JICUSHUS JIe-
Tell ¢ JaHHBIM 3a00JIeBaHUEM.
Hetu ¢ C/I1, KoTopbie HyKAAIOTCSA B XUPYPIUYECKO MOMOIIM, JOJKHBI:
e OBITh TOCITMTAJIU3NPOBAHBI B CTAIIMOHAp, 00JIagAIONINT BO3MOXHOCTIMUT
IIJIST TIPOBEACHUST XMPYPIrUIeCKUX BMEIIATENIbCTB 104 OOIIMM HAapKO30M;
e [10JIy4aTh aJeKBATHYIO0 MHCYJMHOTEpANMIO BO M30eKaHME KeToalKIo3a,
axke eci pedeHOK He eCT;
e TI0JTyYaTh IJIIOKO3Y B/B HaKaHYHE IIPOBEICHUS OIepaliy JUIsl IPpeaoTBpa-
LIEHUS TUIIOTJIUKEMUU.
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MnaHoBasa xupyprusa

OnepaTtuBHble BMelIaTeabcTBa y nereil ¢ CJI MOKHBI OCYIIECTBIISITHCS B
IUTAHOBOM MOPSIAKE, IIPeAIIOYTUTEIbHEe YyTpoM. Beuepom HakaHyHe omepa-
MM HEeOOXOIMMO HECKOJIBKO pa3 M3MEPUTh YPOBEHb INIIOKO3bI B KPOBW,
0COOEHHO Tepe] OCHOBHBIMM IIpHYeMaMM IUIIM, TIEpe MepeKycaMu 1 Iepen
CHOM; HEOOXOIMMO TaK:Ke OIPEISIUTh COAepKaHNe KETOHOBBIX TeJI B MOYE.
Kak TmpaBujio, MHCYJIWH IIPOJIOHTMPOBAHHOIO ICUCTBUS Iiepeld YKMHOM
(unu mepen CHOM) BBOAMTCSI B OOBIYHOI 103€, COXPAHSIETCS BTOPOIl YXKUH.

B cnyuae ecnu omepamms 3amIaHMpPOBAaHA HA YTPO, OOBIYHYIO YTPEHHIOIO
03y MHCYJIVMHA He BBOIST. B/B BBeleHUE XUIKOCTA W MHCYJIMHA B JEHb
oIepalyy JOKHO OBITh HAYaTO B paHHME YTPEHHHUE YacChl.

Ecnu onepauusi 3anjiaHupoBaHa HA MOCJIENONYAEHHOE BpeMsi, yTPOM CIIEAyeT
cenaTh UHbEKIIMIO MHCYJIMHA KOPOTKOIO (MJIM YJAbTPaAaKOPOTKOIO) AEUCTBUS
B 03¢, cocTaBstonieii 1/3 oObIYHON YTpeHHEH O03bl, U AaTh peOeHKY JIer-
Kuit 3aBTpak. [Iprem XXuakocTeil pa3peliiacTcs BILIOTh 10 4 U Iepel aHeCTe-
3ueii. B/B MHMY3Us KUIKOCTU U MHCYJIMHA AOJKHA ObITh HadaTa B 12.00.

[Ipu mpoBeneHN HEOTIOKHOI0 XHPYPrUIeCKOro BMEIIAaTeIbCTBA B/B BBE-
JIeHNe XUIKOCTA Y MHCYJIMHA JOJKHO OBITh HauaTO HeMEIEHHO.

[Tpu npoBeneHUN MAJbIX XUPYPrUIECKHX MPOLEAYP, KOTOPbIE BBITTOIHSIOT-
Csl HATOIIAK, B OOBIYHYIO CXeMy MHCYJIMHOTEpalMy IIPA HEOOXOAMMOCTHU
BHOCSITCS M3MEHEHMSI: HallpuMep, BBEeACHNE YTPeHHEI T03bI MHCYJINHA OT-
KJIaJbIBA€TCS 10 OKOHYAHUS MPOLIETYPHI.

BHYyTpMBEeHHOE BBeleHue XUAKOoCTen
M MHY3NA MHCYNMHA

BuyrpusBenHoe BBeneHue 5% unu 10% pactBopa IJIIOKO3bI C PacTBOPOM
XJIOpYIa Kalinsl KoHLeHTpamuei 20 MMoJIb/1 (IIpHW YCIIOBUH, YTO y peOeHKa
HEeT TUIIepKaJueMUM) HOJDKHO OCYIIECTBISITHCS B ITOCTOSIHHOM peXUME,
obecrieunBasi peOeHKY HEOOXOOMMEBIN YPOBEHb XXKUIKOCTH U DJIEKTPOJIUTOB.
IMpocroit MHCYNMH KopoTkoro aeiicteus Beoautcs (1 EI/mn) B 0,9% pac-
TBOpE XJIOpuAa HaTpusl B/B KamneiabHO. MH(}Y3Us MHCYIMHA HAUMHAETCS U3
pacuera 0,025 EJI/kr/4 (ecau cocTostHAE peOeHKA KpaliHe HEeyIOBIECTBOPH-
TenabHO, no3a coctapisieT 0,05 EJI/kr/4) u mpu HEOOXOAMMOCTU KOPPEKTH-
pyeTcs Mo IoKa3aHUsIM INIMKEMUU. YPOBEHb INIIOKO3bI KPOBU B XOJI€ OIlepa-
LUK DOJKEH COCTaBIISITh 5—12 MMOJIB/JI; TIPX €T0 CHIDKEHUM MeHee Y4eM JI0
5 MMOJIb/J1 TPOBOIUTCS JOTOJHUTEILHOE B/B BBEJACHUE PACTBOPA IJTIOKO3bI.

CkopocTh B/B uH®Y3un rmoko3sl 3aBucut oT OLK, ¢yHkumu cepaeu-
HO-COCYIMCTOI CUCTEMBI, BO3pacTa MalueHTa u Apyrux gakropos. M3mepe-
HUE YPOBHS TJIIOKO3bI KPOBU JOJKHO MTPOBOAUTHCS KaXKAbIi yac B Mpeaore-
paioHHOM Iiepuone, Kaxnple 30 MUH BO BpeMsl Omepaluy BIUIOTH O
OKOHYaHMS IeCTBUSI HAPKO3a, B TIOCJI€ONEePAlIMOHHOM MEePUOJe — KaXIbIi
yac Ha TMPOTSLKEHUM TEepBBIX 4 4, a 3aTeM Kaxkible 2 4.
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B/B BBenaecHME MHCYIMHA MTPeKpaIacTCcs IIPU CHIDKEHUHM YPOBHS TTIOKO3bI
B KPOBU MeHee 4eM 10 3 MMOJIb/II.

HNHuby3usa pacTBopa x1opuaa Kaaus TUKTyeT HEOOXOIUMOCTb IOCTOSTHHO-
o KOHTPOJSI YPOBHEH 3JEKTPOJUTOB B IniazMe. Eciay ypoBeHBb IIIOKO3BI
KPOBU MOCTOSHHO MpeBbIiiaet 15 Mmonb/i, 5% win 10% pacTBOp IIIIOKO3BI
3ameHstoT 0,9% pacTBOpoM XJIOpHIa HATpUs.

B/B nH(}Y3Us D10KHA TTPOAOIKATHCS 0 TEX IOp, IMOKa peOCHOK He Hau-
HET CaMOCTOSITEIbHO €CTh Wi IMUTh. OOBIYHOE 11/K BBEIEHUE MHCYJIMHA BO-
300HOBJISICTCS IEPE IMEPBBIM CAaMOCTOSATEIBHBIM IprueMoM Imuiy. OKoHYa-
TeJbHO B/B MH(QY3Us IpeKpamaercs 1 9 CITyCTs.

Ecnu mocne Bo300HOBIEHUS I1/K BBEIEHUS MHCYJIMHA y pedeHKa Cco-
XpaHSIETCS TUMEPIIMKEMUSI, PEKOMEHAYETCSI OJHO M3 CIASAYIOIINX ACUCT-
BUIA:

e YBEJIMYUTH J103y HHCYJIMHA KOPOTKOIO MAEHCTBUsI, BBOAUMYIO TMepen

OCHOBHBIMHU MpUEMaMU MUIIY WA Iepen CHOM;

e BpPEMEHHO BO300OHOBUTH B/B BBEJcHME MHCYIMHA (MM UCITOJIb30BaTh MH-

CYJIMHOBYIO MOMITY) 10 HOpMaIM3alUu [JIMKEMUU;

e IIOJJHOCTBIO BO30OHOBUTH PEXMM B/B MHDY3UU (OCOOEHHO €CJIM COCTOSI-

HUe pebeHKa paclieHMBAaeTCs KaK KpailHe HeyIOBJICTBOPUTEIBHOE).

OcnoXxHeHusa caxapHoro guabeta
y OeTen 1 NoapoCTKOB

Cneundudeckumu ocnoxHeHusimu CJ1 B 1€TCKOM 1 TTOIPOCTKOBOM BO3pa-
CTe SIBJISIIOTCS MUKPOCOCYIMCThIE HapylleHUs: AuabeTuyeckash peTUHOIa-
TUs, Auabetnyeckas Hedpomnarusi, quadeTuueckasl HerponaTusi.

DaKTophl PUCKA OCJIOKHEHHIA:

e 3HAUMTEJIbHAS JJIUTEJbHOCTh 3a00JeBaHMsI, CTApIIMii BO3pacT U Tydep-

TaTHBIA TIEPUO/;

e KypeHUue;

e apTepuajibHas TMIEPTEH3USI;

e JIMCJIUTIONIPOTEUHEMMUS;

e OTSITOLIEHHAsI HACJEICTBEHHOCTh B OTHOIIEHWM Pa3BUTHUSI OCJIOXHE-

HUIA,

e OXWPEHUE;
e CUASTYMIA 00pa3 XU3HMU.

IMarorene3 cnenuduueckux ociaoxHeHuit CII cioxkeH: HapylIeHUs] MUK-
POLIMPKYJISIIIMUA, CBEpPThIBaIOLIE W (DUOPUHOIUTUYECKONW CUCTEM KPOBH,
CHCTEM aHTUOKCUAAHTHOM 3alllUThl, OOMeHa OETKOBBIX KOMIIOHEHTOB COCY-
JIVCTOI CTEHKU M MPOHUIIAEMOCTH COCYIOB.
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Hauvano ckpunupoBanusi BCEX ocioxHeHuil caxapHOro auadeTa J0KHO

MPOBOIUTHCS Y 3a00JIEBIINX;

e B JIETCKOM BO3pacTe — C 11 jeT nmpu IIuTeIbHOCTU 3a0oieBaHus 2 rona u
bonee, ¢ 9 JleT — Opu IIMTENBHOCTU 3a0ojieBaHUs S JIeT U Oosiee, nanee
€XeroJHo;

e B IIyOepTaTHOM BO3pacTe — cpa3y IIpU ITOCTAaHOBKE AMarHO3a, Jajiee exXe-
TOIHO;

e B MOCTIYOEepTaTHOM Bo3pacTe — CITycTs 5 JeT mocie aediota CJ1, nanee
€XerOJHO.

AunabeTnveckan peTuHonaTumsa

HuabeTnyeckasi peTUHOIATUS — cIeuuduIeckKoe MopakeHue CeTYaTKU
IJla3a U €€ COCYIOB, XapaKTepu3aylollieecsi o0pa3oBaHUEM 3KCCYIaTUBHBIX
0YaroB, PETUHAJIBHBIMU W MPEPETUHAIBHBIMUA KPOBOU3IUSHUIMU, POCTOM
HOBOOOpPA30BaHHBIX COCYIOB, TPAKLIIMOHHOIN OTCJIOWMKON CceTYaTKU, pa3BU-
TUEM pyOEO3HOI TJIayKOMBI.

Matorenes

XpOHI/I‘{eCKaH TUTICPITIMKEMUA aKTUBUPYET MPOLECCChI He(l)epMeHTaTI/IBHOFO
TJIMKO3SWJIMPOBAaHUA 6GJIKOB, MOJIMOJIOBBINA IIYTb MeTabor3Ma TJHKO3bl U
IIPAMYIO TNTIOKO30TOKCUYHOCTbD.

Knaccudmkauusa (no E. Kohner u M. Porta)

HauanbHble M3MeHEHUs1 CETYATKH (AHTMONATHSA): HEUETKOCTh TPaHUI] JMCKa
3pUTEILHOTO HEpBa, YMEPEHHOE PACIIMPEHUE BeH, eMUHUYHbBIE TeMOPpPaTuu
U MUKPOAHEBPU3MBI.

I cragus, HenpompepaTuBHAA: €IMHUYHBIE MUKPOAHEBPU3MbI, TOYECYHBIE
KPOBOM3USHUS, TBEPIbIE KCCYAaThl OOBIYHO B TapaMaKyJIsIpHOW 30HE.
Bo3mozkeH mapamakyyisipHblii OTeK.

II ctamus, npenpondepaTUBHAA: MHOXECTBO 9KCCYAaTOB, BKIIOYAs BlIaX-
HbI€, U KPYIMHBIX PETUHAJIBHBIX FeMOpparuii, COCyIuCTbie aHOMaIUM (pe3-
KO€ paclliupeHue KanwulsIpoB B IMapaMakyJsipHOM 00JacTu, MHOXECTBO
MUKPOAHEBPU3M).

III craaus, nposudepaTuBHas (y AeTeil peako): KPOBOUBIUSHUSI PETU-
HaJIbHbIC, MPEPETUHAIbHBIE U B CTEKJIOBUHOE TEJI0, POCT HOBOOOPAa30BaH-
HBIX COCYIOB B O0JIACTU ITHMCKa 3PUTEBHOTO HEpBAa U JPYTUX YYaCTKOB CET-
yaTku. [Ipu nporpeccupoBaHun — paszpactaHue GUOPO3HON TKAHU B 30HAX
npepeTUHaATbHbIX KPOBOU3IUSHUN ¢ elle 0oJiee ObICTPhIM POCTOM HOBOOO-
Pa30BaHHBIX COCYI0B, C 00pa30BaHNEM BUTPEOPETUHAIBHBIX TSIXKEN U TpaK-
IIMOHHOW OTCJIOWKON ceTyaTKu. BO3MOXHBI pa3BUTHE BTOPUYHON TJ1ayKo-
Mbl U pe3Kasi oTepsi 3peHusl.
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OcHoBHbIE METOAbI CKPUHUHIA

OCHOBHBIMU METOAAMU BbISIBIEHUS IUA0ETUUECKON PETUHOMATUHN SIBJISIIOT-
cs1 UCClIeOBaHME IIA3HOIO AHA MmyTeM (hoTorpacdupoBaHUs C apXUBHUPOBaA-
HUEM TIOJYYEHHBIX JAHHBIX WJIM IyTeM IpOBeAcHUS O(MTAIbMOCKOIUU
TOJIBKO MPU YCIAOBUU PACLIMPEHHOTO 3payka.

AJITOPUTM NMArHOCTUKU IMaOETUYECKON peTUHOIATUM — CM. puc. 1.

| O6Las rpynna |

{ ! ! !

Bospact Bospact n n
cTapwe 9 net ctapwe 11 net OAPOCTKM pv Hann4uK
npu gauTensHocT CO npu gauTtensHocT CO HE3aBMCMMO OT AuateTuieckux
> 5 net > 2 ner anvtensHoctn CO OCNOXHEHWIA

/

doTorpadmpoBaHme rnasHoro gHa
n/vnn opTanbMOCKONMUS C LUMPOKUM 3payKkom
1 pasBrog

| DmnabeTnyeckas peTuHonaTus

Odpranbmockonus ¢ LUIMPOKUM 3padKkoMm
2 paszaBrog

PucyHoK 1. AnropuTm AMarHoCTMKN [UaGeTUYECKON PETUHONATUN.

IToka3anus K MpoBedeHHUIO JA3ePHOI KOATryJsIMA CeTYATKH
AOCOIOTHBIE:
e mponundepaTUBHas IMabeTUYecKash peTMHOIATUS BHICOKOTO PUCKA;
o KJIMHWYECKUW 3HAYMMBIN MaKyJISIpHBIA OTEK.
Bo3MmoxkHbIE:
e mponudepaTuBHas AuadeTUyYecKas PEeTUHOIATHsI, He OTHOCIIIAsCS K
TPYITITe BEICOKOTO PUCKA;
e HEKOTOpbIE Cllydyau IpenpoudepaTuBHON A1abeTUUYECKON PETUHOIATUN;
e HAJMYMe HA IJIA3HOM JIHE TBEPABIX 3KCCYAATHBHBIX 0YAroB WM POCTA HOBO-
00pa30BaHHBIX COCYIOB — IIOKa3aHHE K CPOYHOMY NPOBEICHHIO JIa3epHOI
KoaryJjsium!

OAuna6eTnueckan HecponaTua

Huabetnyeckas HegponaTusl, MU COOCTBEHHO AUA0ETUUECKU TJIOMEPYJIO-
CKJIEPO3, — MOpaXKeHUE COCYI0B KIYOOUKOB 1 KaHAJbIIEB IIOYEK C BOBJIEYE-
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HUEM apTEpPUOJI, MPOSBISIONIEECS TPOTEMHYPUEN, apTePUATILHOU TUMEp-
TEH3UEN U MPOTPECCUPYIONIEH MOYEUYHON HEAOCTATOYHOCTHIO, TEPMUHAIb-
Has cTaausl KOTOPO MOXET pa3BUTbCS MHOTO JIET CITYCTsI, TaK YTO MOTPeOy-
€TCsl TIPOBEIEHME TeMOIMAIN3a W TPaHCIUIAHTALlMU TTOYKH.

Knaccutukauus (no C. Mogensen, 1983)

I cragusa runepyHkimuu novek: (yHKIIMOHAIbHBIE U3MEHEHUs B J1e0I0Te
CJI oTMeyaroTcsl MPaKTUIECKU Y BCeX OONIbHBIX — YBEJIMUECHUE pa3Mepa I10-
yek, KJIyboukoBas rurnepduabTpalusi, BO3MOXHA albOYMUHYpUsI, 0OpaTu-
MbI€ TIPU XOPOIIEM KOHTPOJIE TJIMKEMUM.

II craaus HAYaJIbLHBIX CTPYKTYPHBIX M3MEHEHHi modek: yepe3 1,5—2,5 rona
oT Havaja CJI y GoJbIIMHCTBA OOJBHBIX BBISBIISIOTCS YTOJIIEHUE 0a3alb-
HOIl MeMOpaHbl KamuJUISIPOB, paclIMpeHMe ME3aHTMaJbHOTO MaTpHuKCca.
CK® ocraercs MOBBIIICHHON WM COOTBETCTBYET HOpMe. B aHanmuzax Mo-
Y1 — HOPMOAJIBLOYMHUHYPHSI.

III cranusa HauumHalomeiics HedpomaTum: pa3BUBaeTcs yepe3 S5 JieT U 00-
Jlee — HapacTaHMe MOpGhOJOTUUYECKUX M3MEHEHUI, COXpaHEeHUe TUIlep-
dunbTpaluK, NOsIBAEHWE MUKPOAIbOyMUHYpuM. A/l MMeeT TeHAEHLUIO K
MOBBILLIEHUIO.

IV cTanusa BoipaxkenHoit HepponmaTum: pa3BuBaeTcs yepe3 10—15 mer, mep-
BOE MPOSIBJICHUE — MPOTEUHYPUSI, C HaTbHEHIIIMM HEU30EKHBIM CHUKEHM -
eM (byHKIIMH MMOoYeK, OBICTPBIM HapaCTaHUEM apTepUaibHOM TMIIePTEH3UHU, C
MPOrpecCUpPOBaHUEM IO IIOMEPYIOCKIEPO3a.

V cragug XpoHMYeCKO NOoYevyHOil Hea0CTATOYHOCTH: AWM Y3HBIA WU
Y3€JKOBBI TJIOMEpYJI0CKIEPO3.

IlepBble Tpu cTaguu SIBASIIOTCS OOKJIMHMYECKUMMU. JlmarHo3 nuabderuye-
CKOil HedpomnaTuu ycTaHaBiauBaercsl Toabko Ha III cramuu (mosiBacHuUe
MUKPOAJILOYMUHYPUN).

MeToabl CKPUHUHIA

OCHOBHBIM METOJOM CKPMHHWHIa AUa0ETUUEeCKON HedporaTuu sBIseTcs
TeCT Ha MUKPOAJIbOYMUHYPHUIO B YTPEHHEN MU CYTOYHOM MOYE IOCIEe UCK-
JIIOYEHUST BCeX MPUYUH JIOXHOMOJIOXUTEIbHOTO MOBBILICHUS YPOBHS JaH-
HOTO IToKa3areJis.

Bo3MOXHBIMY OPpUYMHAMU MUKPOATbOYMUHYPUU MOTYT ObITh MH(MEKIIMS
MOYEBBIBOASIIMX MyTel, opTocTaTUUeCKasi IPOTeUHYPUSI, BbIpakKeHHas Ae-
KOMIIEHCAIIMS YIJIEBOAHOTO OOMeHa C K€TO30M, IPOBeIeHEe 00CIeI0BaHUs
Ha ¢oHe (U3MUYECKOI HAarpy3kKu WJIM Ha (poHE MHTEPKYPPEHTHOro 3adose-
BaHUs ¢ (heOpUIbHOI TeMIlepaTypoil.

OKoHuaTeJIbHOE MOATBEPKACHUE NUarHo3a — TOJbKO Ha (hOHE KOMIIEH-
calluy WM CyOKOMMEHcalluu yrieBOIHOro oOMeHa.

AJITOPUTM IMArHOCTUKMU ArabeTUyecKoil HedponaTum — CM. puc. 2.
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O6LWwuin aHanM3 Mo4u, BbiBreHMe 6enka

| Mpotennypus |
Het I I Ectb
VcecneposaHue yTpeHHen/cyToqHon Mo4n Ha MAY MckniounTb gpyrne npuHmHbl
(npv onutenbHocT CO1 MeHee 5 neT — gBaxapl, npotenHypun/MAY
npu AnUTensLHOCTM 6onee 5 net — Tpuxabl) (MHbeKuMa MOYEBLIBOAALLMX NYTENR,

HedbpuT, opTOCTaTUYECKas NPOTENHYPUS,
du3nyeckne Harpysku 1 ap.)

Okckpeuns anbbymuHa: 30—300 mr/cyT nnn 20—200 MKr/MUH
unm
KoHueHTpauus ans6ymuHa: 30—300 mr/n MnabeTnyeckas HedpponaTus
unm
MHpekc anb6ymMuH/KpeaTuHWH:
2,25—25 (manb4ukn), 3,5—25 (oeBo4km)

/ N

OTpuuaTenbHbI [Ba n 6onee
UK OQHOKPaTHO NOMNOXWUTESbHbIX pe3ynbTaTal
NONOXUTESbHbIV pe3ynbTaT 3a 3—6 mec

!

WccnepoaHue Ha MAY
1 passrof

PUCYHOK 2. AnropuTm AnarHocTukuy auabetudeckon Hedpponatuu. MAY — MuKpoanbbyMmuHypus.

Jledyenue: Ha3HayaOT MHTUOUTOPHI ATTI® — TOJBKO NIPU HATWYUU IBYX U
00J1e€ TIOJOXUTEIBHBIX PE3YJIBTATOB TECTA Ha MUKPOAILOYMUHYPHIO 3a I10-
ciaenHue 3—6 Mmec.

OAuab6eTuyeckan aucTanbHas NoaMHenponaTus

CKpUHMHT MPOBOAUTCS MPU HAIUUYMM CHELU(PUISCKUX HEWpPONmaTUYeCcKMuX
Kajio6. Mcronb3yloTcs clieayloliue MeTOIbI:
e OLICHKA BCEX BUIOB YYBCTBUTEJIBHOCTH,
e 1I/WJIM JTaHHbBIE 3JIEKTPOMUOIParIeCKOTO MCCIIeIOBAHNS.
OKoHuUaTeJIbHOE MOATBEPKACHUE AUarHo3a — TOJIbKO Ha (hOHE KOMIIeH-
calluy WK CyOKOMIIEHCALIMKU YIJIEBOJHOIO OOMeHa.
AJITOPUTM IMArHOCTUKMU AMAOETUUECKON HelporaTuum — CM. puc. 3.
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™ >Kano6el |
1 2Kano6b! I
Taxvkapausi B MOKOe, Nyioxas NepeHoCMMOCTb OHeMeHMe, nepcucTupytoLlas 6orb,
(hU3NYECKO Harpy3ku, opTocTaTnyeckas rmnoToHus, napecresuu u gp.
3anopbl, Anapest, HeMporeHHbIN MOYEeBO Ny3bIpb,
aHrnapos, cyxas Koxa u gp.

[laHHble HEBPONOrM4ecKoro o6crnefoBaHns:
— pedinekchbl

— TemnepartypHas 4yBCTBUTESIbHOCTb

— 6onesas YyBCTBUTENBHOCTb

ABTOHOMHbIE HEBPOIOrMYeCcKue TecTbl: — BUGPALMOHHAs YYBCTBUTESIbHOCTb
— npo6a ¢ rny6oKMM AbiXaHuem — TaKTUSIbHas YyBCTBUTENbHOCTb
— opTocTaTuyeckas npoba (HCC, A1)
— npo6a BanbcanbBbl

— OLleHKa rnokasartenemn sapuabenbHOCTU cepeyHoro wvunm
putma B nokoe (VLF, LF, HF, SDNN u gp.) I::l

— ANWTENbHOCTL MHTepBana QT

CKopocCTb NpoBefeHNsi N0 HepBaM
(OMr-nccneposaHue)

—>| [Ava6eTnyeckas HeriponaTus |<—

PucyHok 3. Anroput™ AnarHocTuku AnabeTuyeckom Hemponatum (4UarHoCcTuKa npoBOANTCS Ha
(hoHe KOMNeHcaLum unn cybKkoMneHcaLmn).

J'lnTepartypa

L.

AJITOPUTMBI CTICHIMATM3UPOBAHHON MEIMIIMHCKOM TTOMOIINA OOJBHBIM CaXapHBIM
nuabderoM / Ilox pen. Henosa U. . u IllecrakoBoii M. B. M3nanue yeTBepToOE,
JIOTMOJTHEHHOe. 5-11 BhITyck. — M.: ®I'BY DHII, 2011.

. Henos U. U., EmenbsaHoB A. O., ITerepkoBa B. A. u ap. MHcynuHoBast moMmna B

JIeUeHUN caxapHoro auabeta y nereil U moapoctkoB. — M.: TBOTAP-Menua,
2008.

. HenoB U. N., Kypaesa T. JI., IlerepkoBa B. A. HCynuHOTepanusi caxapHOro

nurabeTa 1 TUIIA y JIeTeil M IMOAPOCTKOB: Tocobue st Bpaueil. — M.: @®T'BY DHII,
2003.

. Henos U. N., Kypaena T. JI., [letepkoBa B. A. CaxapHblii 1uabet y AeTei U rmo-

JIPOCTKOB: PYKOBOACTBO 1Jisd Bpaueil. — M.: TDOTAP-Menua, 2007.

. Jdenos U. U., Kypaesa T. JI., IlerepkoBa B. A. u np. CoBpeMeHHas TaKTUKa WH-

CYJMHOTEPAIMHU CaxapHOro Auadera 1 Tuma y neTeil ¥ IoApPOCTKOB: ITOCOOUe ISt
Bpaueir. — M.: ®I'BY DHII, 2004.

. HenoB U. U., IletepkoBa B. A., Kypaesa T. JI. Poccuiickuii KOHCEHCYC I10 Tepa-

MU caxapHoro auabera y nereit u mogapoctkoB. Mapmareka 2010; No 3:7—14.
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CnMCoK coKpaLLeHu

AJl — apTrepMajbHOE JaBJIieHUE

AT® — amenosuntpudocdar

ITHC — runeprimkeMUYeCKUl TUIIEPOCMOJIIPHBIA HEKETOTUYECKUIA CUH-
ApoM

IT® — ryanosuntpudocdar

AK — nuabeTtnyeckasi Koma

JAKA  — nmabeTUYeCKM KeToalluao3

KKT — Xeaymo4yHO-KHUILEYHbI TpakT

KIIC — KMCIOTHO-1IEJIOYHOE COCTOSIHUE

OI'M  — oTek IrojloBHOTO MO3ra

OLIK — o0beM HUPKYIUPYIOIIEH KPOBU

ClI — caxapHbIil 1uadeT

Cll1 — caxapHbIii quabeT Thna 1

Cl2 — caxapHblii auadeT Thna 2

CK® — ckopocTh KIyOOYKOBOI (DUIbTpaliuu

YCC — yacToTa cepIeuyHBIX COKpalleHU

INKI' — mkana komsl I'1asro

OKI' — sjexkTpokapauorpamma

NAD — HUKOTMHAMUIAAEHUHAUHYKJIEOTU]I
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BeneHwue geTeit U NoApOCTKOB MPW PasBUTUN ANabeTnyecKoro Ketoaumaosa
N ANabeTnHecKom KoMbl Mpu caxapHoMm anadeTe

MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTobl, MCMOIb30BAHHDIE [IJIsA OIIEHKH KA4eCTBA M CHJIbI I0KA3aTeJIbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIIEHKA 3HAYMMOCTH B COOTBETCTBMU C PEUTHMHTOBOI cxeMoii (Tadi. 1).

Tabnuua 1. PeliTuHroBas cxema ans OLEHKN CUMbl PEKOMEHAALNIA

Yposenn Omucanue

Cwuta peKoMeHIalum

A CusibHbIC apryMeHTBI 3a IPUMEHEHHE 3TOro MeToa

B Yo6enutenbHble apryMeHThI 3a IPUMEHEHUE ITOro MeToaa
C Cnabble apryMeHTBI 3a MPUMEHEHUE 3TOTO METOo/a

D Cabble apryMeHThl TIPOTUB MMPUMEHEHUSI 3TOTO METOoa

E CutbHbIE apryMeHTBI TIPOTUB MPUMEHEHUsI 3TOr0 MeToaa
YpoBeHb 10Ka3aTeIbHOCTU

1 IMoarBepxaeHo 6ojiee YeM OAHUM PaHIOMU3MPOBAHHBIM KOHT-
POJIMPYEMBIM HCCIIe0BAaHUEM

11 IMonrBepxxaeHO OoJiee YeM OIHUM HEPaHIOMU3UPOBAHHBIM KIIH-
HUYECKUM MCCIIEIOBAHUEM JIMOO HECKOJIbKUMU aHATUTUYECKUMU
WCCIIeIOBAaHUSIMU Oo0Jiee YeM M3 OTHOTO IEHTpa

111 TToaTBepXaeHO MHEHUEM DKCIEPTOB, KIMHUYECKUM OITbITOM,
OIKCaTeTbHBIMU UCCIIEI0BAHUSIMU, SKCITIEPTHBIMU KOMMUCCUSIMU

MeTtoapl, UCHOJIb30BAHHDBIE JI AHAIM3A 10KA3aTe/IbCTB:
e 0030pHbI MyOJUKYEMbIX METaaHAIU30B;
e cUCTeMaTUMYECKMEe 0030phl C TAOJAMIIAMU JOKA3aTeJIbCTB.

OnucaHne METOI0B, MCNOJIb30BAHHBIX /I AHAJM3A J0Ka3aTelbCTB

[Ipu orbGope myOnuKaluii, KakK IOTEHLMAJIbHBIX HMCTOYHUKOB JJ0Ka3a-
TEJbCTB, UCIOJIb30BaHHAsI B KaXKIOM MCCJIeIOBAHUM METOAOJOTUSI U3ydaeT-
Cs C LIeJbI0 YyOeIUThCS B ee BaJUIHOCTU. Pe3yabTar M3ydyeHUs! BIMSET Ha
YPOBEHb J10KAa3aTeIbCTB, MPUCBaMBaeMblil MyOJIMKAIIMKM, YTO B CBOIO OYe-
pelb BIMSET Ha CWIY BhITEKAIOIIUX U3 HEe PeKOMEHIALIUIA.
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Ha mpouecce olleHKM, HECOMHEHHO, MOXKET CKa3bIBAThCS U CYOBEKTHUB-
HbIA (akTop. st MUHUMU3AIUKM TTOTeHIMATBHBIX OILIMOOK KaxKA0e UCCIIe-
JIIOBaHUE OLICHMBAJIOCh HE3aBHUCUMO, T. €. II0 MEHBIIIel Mepe IBYMs WieHa-
MU paboueil rpynnbl. Kakue-11u00 pasanuust B OLIEHKaxX OOCYXXIANUCh yxKe
BCEH IPYNMOI B MOJHOM COCTaBE.

Tabauupl 10Ka3aTe/bCTB

Tabnuibl 1oKa3aTeabCTB 3aMOJHSUIMCH WieHAMU padoyeid Tpymiibl.

MeTo/bl, MCOIb30BAHHDIE /151 (DOPMYJIMPOBAHUSA PEKOMEHIAIMIA:

e KOHCEHCYC 3KCIIEPTOB.

Numukatopsl Haanexameii npakTuku (Good Practice Points — GPPs)

Pexomennyemasi Hamjexallasi mpakTuka 0asupyeTcsl Ha KIMHUYECKOM
OITBITE WIEHOB paboyYeil IPyIIIbl MO pa3pabOTKe PeKOMEHIALIMIA.

DKOHOMHUYECKHIA aHAIN3

AHa/u3 CTOMMOCTHU He IPOBOJAMJICS, W IyOJMKALMU MO (papMaKOIKOHO-
MUKe He aHaJIM3HPOBaJICh.

MeToabl BAIMIU3ANMN PEKOMEHIALINIA:

e BHEIIHSIS SKCIIEPTHAsT OLIEHKA;
e BHYTPEHHSIST 9KCIIEpTHAsST OLICHKA.

Onucanne MeTOA0B BAIMAM3ANNHA PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA peLieH3U-
POBaHbBI HE3aBUCUMBIMU 3KCIIEPTaAMU, KOTOPBIX ITOIPOCUIN ITPOKOMMEHTH -
poOBaTh MpeXe BCEro T, HACKOJIbKO MHTEPIPETAIMsl T0KA3aTeIbCTB, JiexkKa-
IIMX B OCHOBE PEKOMEHIALUMI, TOCTYITHA AJIsl TIOHUMAaHUS.

[TomydeHBI KOMMEHTApHUM CO CTOPOHBI Bpadell IIEpBUYHOIO 3BeHA U yda-
CTKOBBIX IEIMAaTPOB B OTHOIICHUN JOXOAUYMBOCTH M3JIOKEHUS PEKOMEHIa-
LIMIA 1 OILIEHKU BaXXHOCTM PEKOMEHIAlMi KaK pabdouyero MHCTPYMEHTa IO-
BCCIHEBHOM MpPaKTUKH.

[MpenBapurenbHas Bepcus OyAeT TakKe HallpaBjieHa pEeLieH3eHTY, He UMe-
IOIIEMY MEIUIIMHCKOIO 00pa30BaHMSsI, UISI MOJYYeHUSI KOMMEHTapueB C
TOYKU 3PEHMS MAllIEHTOB.

KoHcyabTauum 1 3KcrnepTHas oueHKa

[NTocnennue n3MeHEHMST B HACTOSIIIIMX PEKOMEHIAIINUSIX ObLIM B IIpeaBapy-
TeJIbHOI BEPCUM IIPeACTaBICHBI WIS JUcKyccun Ha KoHrpecce sHIOKPUHO-
JoroB 20—22 mag 2013 r. (MockBa), Ha KOH(EepeHUINN IETCKUX IHIOKPU-
HosioroB 22—23 wmioHsa 2013 r. (Apxanrenbck). [IpeaBapurenbHast Bepcus
BbICTaBJIEHA IS LIMPOKOIro o0cyxxaeHus1 Ha caiite DHII, a1 Toro 4TtoObl
JINlAa, HE YJYacCTBYIOLIME B KOHIpecce U KOH(EpPEeHLMSIX, UMEId BO3MOX-
HOCTb IIPUHATH y4acThe B OOCYXIEHUM M COBEPIICHCTBOBAHMU PEKOMEH-
AU,

Pa6ouas rpynma

71 oKOHYATeIbHOM pedaKLMy M KOHTPOJII KauyecTBa PeKOMEHIAUN Oy-
IYT MIOBTOPHO MPOaHAIM3UPOBaHbBl WieHAMU pabodeil TpymIlbl ¢ LEeNbIO YI0-
CTOBEPUTHCS, UYTO BCE 3aMeUYaHUsI 1 KOMMEHTapUU SKCIEPTOB IMPUHSTHI BO
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BeneHwue geTeit U NoApOCTKOB MPW PasBUTUN ANabeTnyecKoro Ketoaumaosa
N ANabeTnHecKom KoMbl Mpu caxapHoMm anadeTe

BHMMAaHNE, PUCK CUCTEeMAaTMUYCCKUX OIIMOOK IIpHM pa3paboTKe peKOMEHa-
LM CBeeH K MUHUMYMY.

Cwnma pekomeHmaunii (A—E, I—I1I) mpuBoguTcs nmpu M310XKeHUW TeKCTa
pEKOMEHIALNA.

Onpepenexne, aTronorug
n natoreHes KA

OnpepeneHue

K ocTpbIM OCIIOKHEHMSIM C BBICOKMM PUCKOM Pa3BUTUSL KPUTUUECKOTO CO-
ctogHUs npu caxapHoMm nuadete (CJI) oTHOcITCS TMaOETUUECKMIT KeTOAI-
no3 (IIKA) u nuabetnueckasa koma (JAK), a Takxke TMIOrIMKEMUST U TUIIO-
JIMKeMU4YecKass KoMa. [UnepriukKeMudecKuid rTurnepoCcMOISIpHbIA HEKETO-
tnaecknii cuaapoMm (I'THC) m nakratanmmo3 B IETCKOM U TTOIPOCTKOBOM
BO3pacTe BCTPEUarOTCs KpaliHe PeaKo, XOTS COCTOSTHUE TMIIEPOCMOJISIPHO-
CTU UrpaeT 00JblIyI0 PoJib B pa3Butum K y nereii u moapoctkoB. Hecmot-
psl Ha COBpeMEHHBIE NOCTMKEHUs B 00J1aCTU BeIAeHMsI OOJIbHBIX CaXapHBIM
auaderom tuna 1 (CI1), JIKA octaeTcsd OCHOBHOM MPUYMHONA TOCOUTAIM-
3allM1, UHBAJIMAU3ALMU U CMepTU aeTell u nmoapoctkoB ¢ C/1.

JKA gaBnsiercs cieacTBueM aOCOTIOTHOrO AeUlIMTa MHCYJMHA WU CO-
CTOSTHUI, CBSI3aHHBIX C OTHOCUTEIBHBIM Ae(PUIIMTOM MHCYJIMHA IIPA COYe-
TaHHOM TIOBBIILIEHUM YPOBHEN KOHTPUHCYISIPHBIX TOPMOHOB: KaTeXOoJaMM-
HOB, TJIIOKaroHa, KOpTH30Jja ¥ TOPMOHA pocTa. AOCOTIOTHBIN Oe(PUIIAT MH-
cynuHa pasBuBaetcs npu MaHudecrauuu CI1, a Takxke eciu OOJIbHOMY
CJI1 yMBILIJIGHHO WA HEMpegHaMepeHHO He BBOASIT MHCYJIWH, OCOOEHHO
WHCYJIVH [IJATEIbHOIO OEUCTBUS MpU OOIIOCHO-0a3MCHOM peXHME Tepa-
nmuu. Ecnmu mpu CJI1 ucrionb3yeTcs MOMIIOBOE BBeIE€HUWE WHCYIWHA, MpU
MpeKpalieHU M0 KaKUM-JIM0O MpUYMHAM JOCTaBKU MHCYJIMHA MOXET ObI-
cTpo pa3ButThes KA.

BropuuHblii 1eUIAT MHCYJIMHA MOXKET BO3HMKHYTh IIPW ITOBBIIICHUHN
KOHIIEHTpAllU KOHTPUHCY/ISIPHBIX TOPMOHOB B OTBET Ha CTpecC IIpU pas-
JINYHBIX COITYTCTBYIOIINX COCTOSIHUSIX, TAKMX KaK CEICHC, TpaBMa WM Ha-
pymienue pabotsl 2XKKT ¢ auapeeil u pBoTOIt.

HAK — kpaitae tsokenas popma JIKA, ¢ BBICOKMM PUCKOM JIETATLHOTO HC-
X0/a, eCJIM 10 KaKMuM-To NpuurHam jedeHue JIKA 3amepxuBaeTcss win BO
BpeMsI JIeUeHUs pa3BuBaeTcsl oTeK rogoBHoro moara (OI'M). ITo nuteparyp-
HbIM gaHHBIM, 21—100% cMeptHOocTy Tipu JAKA u 10—25% ciryyaeB nHBa-
Juauzanuu npu passutuu KA y neteii u noapoctkoB ¢ CJII1 B Mupe —
cneactBue OI'M. Taxkke mmeHHo OI'M sBasieTC OCHOBHOM NPUUYMHOM
CMEPTHU Y MHBATUAU3ALMHU AT 1 ITOAPOCTKOB P PA3BUTUH TSKEIION TH-
MOTJIMKEMUN ¥ TUITOIIMKEMUYECKO KOMBL.
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JaHHbIe peKOMEHIALIMHK ITOCBSIIEeHBI BEeIeHUIO AeTeil 1 moapocTkoB ¢ CJI
npu pa3Butuu KA u K, IBASIOMINXCS OCTPHIMU OCJIOXKHEHUSIMU 3a001€e-
BaHUs.

JTHUONOrus U NnaroreHes

HKA — 210 octpoe ocnoxuneHnue CJI, KoTopoe IIpu OTCYTCTBUU aleKBaTHO-
ro JIeYCHUsI MOXKET IIPUBECTU K KOME U CMEPTH.

JKA mipencraBisieT co0Oil CIOXHYIO TOCIEeN0BaTEIbHOCTh B3aMMOCBSI-
3aHHbIX COObITMI. KoMOMHALIMS HU3KOrO YpOBHSI MHCYJIMHA U BBICOKOTO
YPOBHSI KOHTPUHCY/ISIPHBIX TOPMOHOB B Pe3yJIbTaTe YCUJICHUsI KaTa0oImu3Ma
C TIOBBIIIIEHUEM CEKPEIIMU TII0KO3bI TTeYEHbIO (IJIMKOT€HOJIU3, TJIIOKOHEOre-
He3) W ToykKamu (TJTIOKO3ypus), CHIDKEHUE TepudeprudecKoil yTUIN3alun
IJIFOKO3bI, TIPUBOJISIIEE K TUIEPIIUKEMUN U TUIIEPOCMOJISIPHOCTH, TTOBBI-
IIEHWE JIMIIOJIN3a U KeTOreHe3a B KOHEYHOM CUeTe IMPUBOAAT K KETOHEMUU
1 METa0OJIMIECKOMY alluA03y, KOTOPhIE SIBSIOTCS AUaTHOCTUYCCKUMU Me-
tabonmueckumu npu3HakaMu JIKA. YpoBeHb IJTI0KO3bI T1J1a3MBbl, ITPEBbIIIA-
IOIIMI TTOYeuHBIi Topor (rpuMepHo 10 mmounb/n, unu 180 mr%, xors u 'y
3I0POBBIX Joaei, 1 y 60abpHBIX CJI 3TOT moKa3aresb 04YeHb MHAUBUIYAJIEH),
¥ TUIIEPKETOHEMMUSI SIBJISIIOTCS IPUIMHONM OCMOTHYECKOIO IUype3a, JeTU-
paTtaiuu ¢ IoTepei 3JAeKTPOJUTOB, KOTOpasi YaCcTO yCYryoJseTcss HAIMIueM
PBOTBEL. DTH M3MEHEHUS MeTa0OoJM3Ma CTUMYJIMPYIOT TUIIEPIIPOLYKIINIO
CTPECCOPHBIX TOPMOHOB, SBJISTIOIINXCS KOHTPUHCYISIPHBIMU, YTO YCUJIMBA-
€T MHCYJIMHOPE3UCTEHTHOCTh U, KaK CJEJACTBUE, TUIEPIIMKEMUIO U TUTIEP-
KeTOHeMMUIO. ECIIM 3TOT 3aMKHYTBII KPYT HE IPephIBaeTCsI BBEICHUEM 3K30-
TeHHOT'0 MHCYJIMHA, BOCIIOJTHEHHEM Ae(PULINTA XUIKOCTU M 3JICKTPOJIUTOB,
OITaCHbIe IJIsI XKM3HU Aeruapartaiys 1 MeTaboJInYecKuil auuno3 OyayT ycu-
mmBatbes. JIKA MOXeT OCIOXHSITBCA pa3BUTHEM JIAKTATAIIMOA03a BCIICICT-
BUE HapYIICHUSI MUKPOLIMPKYJISILIAK B TKAHSIX WA CENTUYSCKOTO IpoIiecca.

[lepBuunkbIii hakTop pasButus JIKA — oTHocuTeIbHAsI HEAOCTATOYHOCTD
WHCYJIMHA; 3TO He O3HaYaeT ITOJTHOIO €T0 OTCYTCTBUSI, CKOpee pedb MACT O
BHE3AITHOM M HEOXMIAHHOM BO3pacTaHWM MOTPEOHOCTH B 3TOM T'OPMOHE.
[MpuurHaMu MOTYT OBITh MH(EKIIMS, TpaBMa, 3MOLMOHAIBHBIN CTpecc Ha
¢one umerouierocss CI. Hpyroi npuunHoit KA npu CJI saBiasiiorcst mo-
IPELIHOCTA B MHCYJIMHOTEPAIUH.

[Ipu nedpunmre MHCYIMHA CHUXKAETCS YTUIM3ALMS TJIIOKO3bI Mepudepu-
YEeCKMMU TKAHSIMHM, B OCHOBHOM MBIIICYHOM U XUPOBOM. B yBenmueHuu
YPOBHSI TJIIOKO3BI IIa3Mbl UTPaeT poJib U TJIIOKOHeoreHe3. Korma ypoBeHb
IJIMKEMMY TIPEBBIIIAET MOUYCUHBI ITOPOr, Pa3BUBAETCS TIIOKO3YPUSI U BO3-
HUKaeT OCMOTUYECKUI Auype3. DTO JIEKUT B OCHOBE IOJIMYPUU — TIEPBOTO
cumnToMa CJI, u3BecTHOro elie B ApeBHOCTU. [ToTepss BoAbI M 3JEKTPOJIU-
TOB C MOYOIi, HE KOMIICHCUpYeMasl UX MOCTYILUICHHEM B OpTaHU3M, IIPUBO-
AT K JETUAPATAIlUM ¥ TEMOKOHIIEHTpallK (CTYIIEHUIO KPOBH), YTO B CBOIO
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ouepe/ib MPUBOIUT K HEAOCTATOUHOCTU Tepudeprueckoro KpoBoobpaiie-

HuUs n3-3a peskoro nageHus OLK (moky). OnHa U3 XapakKTepHBIX 0COOEH-

HocTteit moka npu JIKA — 3To aprepuanbHasl TMIOTOHUS, IIPUBOASIIAS K

CHWXXEHHUIO MOYEYHOTO KPOBOTOKA (MHOIJA BILJIOTH /10 MOJHOM aHypum).

I'eHepanuzoBaHHasi aHOKCUsI TKaHel, MPUBOISIIAs K CMEIIEHUI0 MeTabo-

JU3Ma B CTOPOHY aHa’pOOHOTO INIMKOJIM3a, OOYCJIaBIMBAaeT MOBHIIICHUE

KOHIIEHTpAIlUM JIaKTaTa B KPOBU.

Kak a»poOHBIil, TaK U aHad’pOOHBIN TpolecC TMpeBpalleHUs TIIOKO3bI
MPOTEKaIT OJMHAKOBO BILUIOTH IO OOpa3oBaHMSI MUpyBaTa. DHEpPreTude-
CKUii OajaHC TakXke OAMHAKOB: IBe MoyieKyJabl AT® Ha omgHy MOJIeKyJy
rmoko3bl. [Ipy aHaspoOHBIX ycioBusx obpasywowmuiica NADH* (Boccra-
HOBJIeHHas (popMa) OKMCIsIeTcsd BHOBb 10 NAD™ mpu mampHeleM mpeBpa-
LIEHUY TIMpyBaTa B JJAKTaT, YTO HE COMPOBOXIAETCSI OOpa30BaHUEM JIOTION-
HUTEIBHBIX MoyieKyn AT®D.

B aspo6Hbix ycnoBusix NADH* okucnsieTcst B 1bIXaTeabHOM 1LIeTu, JaBast
3 monekyabl AT®, uro o3HayaeT 6 Mojiekya AT® Ha ogHY MOJIEKYITY LIIIO-
ko3bl. OOpazosaBiuiics NAD* BHOBb BOCCTAaHABIMBAETCS TIPU OKMCIIU-
TeJIbHOM IeKapOOKCHIMPOBAHUM ITUPYBaTa, IMPEeBPaIlaioIero ero B alleTHI-
KoA, a BoccTaHoBiaeHHas1 ¢hopMa KoepMeHTa CHOBA TMOABEPraeTcsl OKMC-
JICHUIO B JbIXaTeJIbHOM 1Liernu, gaBasi euie 6 mosekyn ATd. [lanbHeiiliee
npeBpalieHre 2 MoueKyn auetmi-KoA B nukine Kpebca maer 2 MOIEKYIIbI
I'T®, skBuBaneHTHbie 2 MoneKkysiam AT®. [1pu padbote aeruaporeHas HUK-
na Kpebca obpa3sytorcst ogHa Mojsiekyna FADH, (4to nipu okuciaeHuMn maet
4 monexkynsl AT® Ha olHY MOJIEKYITY TITIOKO36I) 1 3 MosieKyiasl NADH™ (uto
npu okucjieHnn maet 18 mojekyn AT® Ha omHY MOJIEKYJTy INIFOKO3bI). Ta-
KHM 00pa3oM, B adpOOHBIX YCIOBUIX B uTOre obpasyercd 38 mosekyn AT®
Ha OIHY MOJIEKYIY TJIIOKO3bI 10 CPAaBHEHHUIO C CUHTE30M ABYX MOJIeKysI AT®
B aHa’pOOHBIX YCJIOBUSX. BeMunHa sHEpTruu, 0CBOOOXIAIOIIEHCS B a9p00-
HBIX TIpolieccax, 6osee yem B 10 pa3 mpeBbIlIaeT BEIUYUHY DHEPTUU, OCBO-
0O0XIAIOIICICST B aHA9POOHBIX YCIOBHUSIX.

ITpn KA KOHIIeHTpalus amneToHa B KPOBU IPEBHIIIAeT KOHIICHTPALIMIO
alleTOYKCYCHOM KUCIOTHI B 2—4 pas3a. CoOoTHOIIeHNWEe MEXIy YPOBHSIMU
[}-oKCcHMACIISTHOM 1 alleTOYKCYCHOM KMCIIOT 3HAYUTEJIBHO KOJICOJIETCS M MO-
et gocturathb 3:1—5:1.

Pa3BuBaroiasicsi KeTOHEMHUsI UMEET IBa OCHOBHBIX CJI€ACTBUSI:

e OHa yCyryOJsgeT MeTaO0OJMUeCKUI allia03, IPUBOIS TEM CaMbIM K XapaK-
TepHOMY INIyOOKOMY U OBICTpOMY JbIxaHUIO (IbixaHue Kyccmayis), KoTo-
poe CIYXKUT OIHUM M3 AMarHOCTUYECKUX MPU3HAKOB A1a0eTUUYEeCKOro Ke-
TOAlKMA03a;

e KOTIJa KETOHEeMUS IIPEBBIIIACT MTOYEUHBIN MOPOT peadcopOLMy KETOHOBBIX
TeJ1, TTOCJAeAHME MOSBIISIOTCSI B Moue. VX aKCcKpelus: TouyKaMMu yMeHbIIIa-
eT cofepKaHNe B OPTaHMU3ME CBSI3aHHBIX OCHOBAaHMIA, YTO BeAET K JOIIONI-
HUTEJIbHOI TOTepe HATpus. DTO O3HAUYaeT OcjablieHne MOHHOTO «CKeJie-
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Ta» BHEKJICTOYHOM XKMIKOCTH M TEM CaMbIM IIPOTPECCUPYIOIIEe YMEHbIIIE -

HUE CMOCOOHOCTU OpraHM3Ma YAEep>KMBaTh BOIY.

HeduunT MHCYIMHA W HapylleHWe YTWIM3aUM TIIOKO3bI IIPUBOIUT K
CHWXXEHWIO CUHTe3a Oejika, BCJIEACTBME Yero HauMHaeT IMpeodiagaTh €ro
pacnaf, Ipex/e BCero B UyBCTBUTEIbHBIX K MHCYJIMHY TKaHSIX, OCOOEHHO B
MBIIIIIIAX. DTOT MPOIIECC COMPOBOXKIACTCS ITOTEPSIMU a30Ta, a TAaKXKe BBIXO-
noM noHoB K* u Ipyrnx BHYTPUKJIETOYHBIX MOHOB B KPOBb C ITOCJICIYIOIICIH
aKkckpenmein K* moukamu.

HeduunT MHCYIMHA CKa3bIBaeTCsI Ha (bYHKIIMSIX KJIETOK HE TOJIbKO M3-3a
oOMeHa 0eJIKOB, HO U 13-3a Apyrux 3¢ dekToB. [Iporpeccupymoluas noreps
BOJIbI TIPUBOAUT K BHYTPUKJIETOUHOM AeruapaTali, KOTopasi ClioCOOCTBYET
KaTa0OoIMIeCKNM IIpolieccaM U TUPDYy3un 3IeKTPOIUTOB BO BHEKICTOUHYIO
kuaKocTh. IToka mpomoirkaeTcsl BbIIEJACHUE MOYHM, CYIIECTBYET OIACHOCTh
JnajabHeieil morepu opranusMoM K*, yTto MoxkeT yrpoxarth XusHu. He-
CMOTpsI Ha ACTUAPATAIINIO, Y OOJBHBIX JOBOJHHO JJIMTEIHLHOE BPEMS MOTYT
COXPaHSIThCSI HOPMaJIbHOE apTepuanbHoe naBiieHue (AJl) M HOCTaTOUHBIN
00bEeM BBIIEISIEMOI MOYM, TTIOKA MOTEPU KUAKOCTUA HE CTAaHYT KPUTUUECKU-
MM, YTO COIIPOBOXAACTCS PE3KNM CHIDKEHNEM YPOBHS IIOUEYHOTO KPOBOTO-
ka u CK®.

ITpn tsxenom JIKA OGonbHBIE JIOAM M BKCIEPUMEHTATbHBIE >KMBOTHBIC
NpuoOpeTaloT Pe3UCTEHTHOCTh K MHCYIMHY. JledeHue JIKA pgaxe HM3KMMU
JI03aMM WHCYJIMHA TIPUBOAUT K TOMY, YTO €TI0 KOHIIEHTpallus B KPOBU B 4—
15 pa3 mpeBbilliaeT HOpMY. MHCYIMHOPE3UCTEHTHOCTh B JAHHBIX YCIOBMSIX
BBI3BIBACTCS LICJIBIM PSIIOM IIPOLIECCOB, B TOM YMCJIe BBICOKMM YPOBHEM CBO-
OOIHBIX KMPHBIX KUCJIOT B KPOBU, BBICOKMMM KOHLIEHTPALIMSIMU (PU3UOJIOTH-
YECKMX aHTarOHMCTOB MHCY/IMHA (IJIIOKOKOPTUKOMIOB, INIFOKaroHa, KaTexoJja-
MHHOB, TOPMOHA pOCTa), HauuueM auunosa. Kardept u Anbsodeptu (Cuthbert
& Alberti) Ha OCHOBaHMM 3KCIIEPUMEHTOB Y KpbIC ¢ TsokeabiM JIKA npuiim
3aKJIIOYEHUIO, YTO OCHOBHOM IPUYMHON MHCYJIMHOPE3UCTEHTHOCTU B 3THUX
YCJIOBUSIX CITy>KaT MOHBI Bogopoaa. OHM 000CHOBAIM 3TOT BBIBOJ, OMUPASICh
Ha cieayrolye QakThl: NCYE3HOBEHNE MHCYJIMHOPE3UCTEHTHOCTU MPU BBEIE-
HUM OMKapOOHATa HATPHUs U IOSIBIIEHUE MHCYJIMHOPE3UCTEHTHOCTH Y 300PO-
BBIX KPBIC TIPY BOCIIPOM3BEICHUH Y HUX allMI03a C IIOMOIIBIO XJIOPUIa aMMO-
HUS. ALIMI03 TPEMsITCTBYET NEMCTBUIO MHCYJIMHA, Hapylllas B3auMOJEHCTBUE
TOPMOHA C pellenTopaMy Ha IIa3MaTUYeCKOil MeMOpaHe, a TakKe yrHeTasl
MIMKOJU3 Ha 3Tarne hochodpyKTOKMHASZHI.

buxkapOoHaT HaTpUsl UCHOJB30BAICS B 3TUX MCCAEHOBAHUSIX B KaueCTBe
3KCIEPUMEHTAJIBHOTO coennHeHUs. C ero MMOMOIIBIO HeJIb3s YCTPAHUTh BCe
MeTa0oMIecKre HapyIIeHUsT M HapyIIeHUST BOTHO-3JIEKTPOJIMTHOTO OajlaH-
ca nipu KA, cnopHo ero nmpuMeHeHME WM B KayecTBE IOIOJHUTEIbHOTO
CpPEeACTBa JICUCHMUSI.

OnucaHHbBIE BbIIIE HApYIIEHUsT OOMEHa BEIEeCTB, €CJIM OHU HE yCTpaHs-
JOTCSI BBEIEHMEM 3K30T€HHOIO MHCYJIMHA, BOCIIOJHEHMEM I1OTepPb XKUIKO-
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CTell M 2JIEKTPOJIUTOB, MPUBOIAT K OMACHOM MJIsI XU3HU JAeTUApaTaluvd u
MeTab0INUYECKOMY allua03y.

Ha puc. 1 npeacraBiieHa oOmast cxema BCeX PaCCMOTPEHHBIX M3MEHEHUI
npu JIKA.

MN36bITOK rntokaroHa <—————— Neduumnt uHcynuHa —> 136bIToK kaTexona, CTT,

KaTexonammHoB
Mb/LUL{bI XKunpoBasi TkaHb
=" 5'1?5’233”?,?””6
o — "l MornoLueHne
— | MNornowexne

FMIIOKO3bI
aMUHOKMCNOT aneprnMKeMMﬂ +auupos <
| Cuntes 6enka

1 Cunres
TPUrMMLIEPMAOB

T Nvnonua

T Beta-okcnbyTHpar,
aueToauerar

T Mnukorerorms, | T KeTorewes

—
T Banu, L Anatinh, rntokoHeoreHes | T CunHTes — T CXK
—_—
nenunH, CepuH, TPUFMULIEPUAOE,
n3onemnumH TPEOHUH

CHWXeHne KOHUeHTpaumm
kanus, poccaros,
asoTa, MarHus

PucyHok 1. Matocpusunonorusa KA. CBa3b mMexay Tpems Buaamn ob6meHa Belects. CKK —
CBO6O/HbIE XUPHbIE KNCTOTbI.

KrnnHnyeckas kapTtnHa
1 onarHoctnka KA

ITo mpeobGiagarolmM CUMIOTOMaM MOXHO BBIIEIUTH 3 BapuaHTa TEYSHUS
JKA: abnoMuHaIbHBIN; KapaIMOBACKYJISIPHBIN; ¢ TTpeodIagaHreM Lepedpaib-
HBIX HAPYLICHUMN.

AOnOMUHANIBHBIN CUHIpPOM B Tepuon pa3Butus KA xapakrtepusyercs
KJIIMHUKOM OCTPOTO MOpaKeHUsI OpraHoB OproIIHOM TmoJjioctu. Pa3Burtue
CUHApPOMa, KaK MPaBUJIO, MPOTEKAET OYPHO U HEPEIKO CIYXKUT IMTOBOJOM JUIST
TOCIIUTAIN3AIUU C OIIMOOYHBIM TMArHO30M <«OCTpPBI XUBOT». Ilpu 3Tom
KpOM€ TUIIMYHBIX CHMIITOMOB HAYMHAIOIIETOCS KOMATO3HOIO COCTOSHMS
OTMEYAIOTCS TOITHOTA, PBOTA, OOJIM B XXKUBOTE, HAMPSKEHUE MBI TIepe-
Hell OPIOIIHON CTEHKM. DTU CUMIITOMBI Yallle HaOJIIoIaloTCs B Havajle pas-
Butus KA.

ITpu xaparoBacKyIIpHOM CUHIPOME Ha TIEPBbBIN MJIaH BHICTYMAIOT CUMII-
TOMBI HapyIIeHUsI NEATEeIbHOCTU CEepACYHO-COCYAUCTOM CUCTEMbI B BMIIE
OCTPOIl CEepIeUYHO-COCYIMCTOM HemocTaToOYHOCTH. Kak mpaBuio, IEeTH IO-
CTYNaloT B MIPUEMHOE OTIEJEHUE B OYE€Hb TSKEJIOM COCTOSIHUM (TSKETbIN
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OKA wnu JIK). Otmeuarorcs onbliiika, cHuxkeHue AJl, pe3kast Taxukapausi,
KPEMUTUPYIOLIKME XPUIIbI B JIETKUX, HEKOTOPbIEC NETU XaJIylOTCs Ha OOJIM B
o0JlacTu cepaia.

KomaTto3Hble COCTOSIHUS ¢ MPEMMYILECTBEHHO lLiepeOpaaibHbIMU Hapylle-
HUSIMU OOBIYHO BCTPEYaIOTCs MPU COYETaHMM OCTPOIo IMA0ETUYECKOIo Ke-
TOAILIMA03a C BBIPAXXKEHHOI THIIEPOCMOJIIpHOCThIO. Hanmume mnocnemHei
MOKHO 3aII0J03PUTh IIPU YPOBHE TJIIOKO3BI IIa3MbI BhIIIE 25—28 MMOJIb/II.
XapaKTepHbl pe3KOe YTHETEHUE CO3HAHUS WM TICMXOMOTOPHOE BO30YXKIIe-
HUe Ha (DOHE Ie30pHUeHTALIMN OO0JILHOTO, BO3MOXHBI MEHUHICaIbHBII CUH/I -
pPOM, CyIOpOTU, TUIIEPTEPMMUSI.

3HAUUTEIbLHO peXe BCTpevaeTcsl TUrepaakTauuaeMudyeckas (MOJOYHO-
KHCIast) KoMma, oOyCJIOBJICHHAS JJAKTaTalluA030M. B 41CTOM BHIe MOJIOYHO-
KMCJ1ash KoMa y AeTel MpakKTUYeCKU He BCTpedaeTcsl (M3BECTHBI eAMHUYHbIE
ciayyan). CKopee MOXXHO TOBOPUTH O MpeobagaHuu JakTaTalumao3a. Ha Ha-
YyaJbHBIX 3TallaX JIAKTaTallla03a AeTU XKaayIoTCs Ha 0O0JIM B 00JIaCTH Cepalia,
3a TPYAMHON, B MbIIILAX PYK U HOT, YTO MPOSIBIASIETCS OOLIMM OECIOKOMCT-
BOM peOeHKa Ha (poHEe Pe3KO BBIPa’K€HHOIO0 TOKCUYECKOTro abixaHus. Kox-
HbI€ MOKPOBbI MPUOOPETAIOT 3EMIIMCTO-CEPhIii OTTEeHOK. MeTaboinueckue
HapylIeHUs XapaKTepU3yIOTCsl YMEPEHHOM TunepriukeMueit, caiadbiM KeTo-
30M, HO PE€3KO BBIpaXEHHBIM METa0OJUYEeCKUM allia030M, OOYCIOBJEH-
HBIM, TJIaBHBIM 00pa3oM, 3HAUMTEIbHBIM ITOBBIIIEHUEM YPOBHSI MOJIOYHOM
KHCJIOTHI (JTaKTaTa) B CBIBOPOTKE (9KCLECC-TAKTAaT CUHAPOM).

TakTuka okazanus nomoiuu npu CJI1 ompenensieTcsl CTeleHbIO IEKOM-
neHcaum 3aboneBanusd. s onpenenenus creneHn aexkommeHncanun CJI1
HEOO0XOAUMO OLICHUTD: XXaI00bl — MOJUAUIICUS, TTOJINYPUSI, OJUIAKUYPUSI,
noxyaaHue, rojudarust Wi aHOpeKCHsl, TOIIHOTa, pBOTa, OOJU B XKUBOTE;
IaHHBbIe (PU3NKAIBHOIO OCMOTpa — COCTOSHHME CO3HaHUS (COMHOJICHT-
HOCTb, COMOp, KoMa), pedeKchl (KOXHBbIE, OpIOIIHbIE, CYXOXUIbHBIE, Ma-
TOJIOTUYECKUE), HAJIMYME MEHUHICaJbHBIX M OYaroBbIX HEBPOJOIMYECKUX
CUMIITOMOB, CTEIIeHb ACTHIPATALUK (CYXOCTb KOXM WM CIM3UCTHIX, TYProp
TKaHel, MCTOLIeHUE TMOJKOXHOU XXUPOBOM KJeTYyaTKMu), HaJlMyue 3araxa
alleTOHa M30 pTa, OJBIIIKU, CepACYHO-COCYAUCTHIX HapylIeHWI, abaoMu-
HaJIbHBIX CUMIITOMOB, YBEJIMUCHUS TI€UeHU; JIaOOpaTOPHBIE JaHHBIE — II0-
kazarenu KIIC, ypoBeHb INIIOKO3bI I1a3Mbl, TeMAaTOKPUT, YPOBEHb alleTOHA
B Moue U B KpoBHU. Kpome Toro, Heooxongumbel DKI', OmoxuMmyeckuii aHa-
JIN3 KPOBHU C OTpeNeSIeHNEeM YPOBHEN 00111ero Oeka, MOYEBUHBI, KPEaTUHU -
Ha, XoJIeCTepuHa, OMIMpPyOrHA, HATPUsI, Kalusl, KaablLus, pochopa, aKTUB-
HOCTH aMMHOTpaHcdepas.

OKA B cBOeM pa3BUTUU JEJIUTCSI HA TPU CTaaAUU (CTEMEHU TSXKECTH).
B ocHoBe 3TOrO AeaeHusI B OTe€UECTBEHHOM MpaKTUKeE JIEXKUT CTEIeHb Hapy-
meHus co3HaHus:. | cTemeHb — COMHOJIEHTHOCTL (COHAMBOCTH); II cTe-
neHb — conop; III creneHb — codbctBeHHO KoMa. Muoraa I u Il creneHs
JKA Ha3bIBalOT TTPeKOMATO3HLIM COCTOSTHUEM.
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OTMmeyaeTcsl JOCTaTOYHO YOeauTeabHas KOPPESIMsT MEXIY CTeleHbIO
HapylleHus co3HaHus 1 rayouHoi anuno3a. B CCCP u Poccuiickoit ®ene-
paluy MIMPOKO IIPUMEHSIEMBbIl B 3alaJHBIX CTpaHaX IO0Ka3aTejb — YPOBEHb
oukapooHata (HCO;™) — 111 MOHUTOPUHTA TSKECTU OOJIBHBIX C HEOTIOX-
HBIMU COCTOSTHUSIMU, B T. 4. Tipu CJI1, HEe MpUMEHSIICA U He TIPUMEHSIETCS.
IlIupoxoe pacmpocTpaHeHHEe MOJYYWI ITOoKa3aTejab neHuInTa OCHOBAHUIA
(BE), KOTOpbIii CTOJIb 3K MOJHOLIEHHO, KaK U YPOBEeHb OMKapOoHaTa, OTpa-
KaeT TsKecThb cocTostHus Tipu JAIKA (ta6m. 2).

Tabnuua 2. 3Ha4veHns pH u gecdbuunTa 0CHOBaHWIA KPOBM Npu pasHoi cteneHn KA

Crenenb JIKA pH kpoBu Jedumur ocnoBanuii (BE)
1 7,15—7,25 (-12)—(-18)

2 7,0—7,15 (- 18)—(-26)

3 <7,0 > (-26)—(-28)

Knaccudpukauus KA u K, npeanoxernHast B 1980 r. M. . MapTtbiHO-
BOIA, TTOJTHOCTBIO COIIacyeTcsl ¢ COBpeMeHHBIM nejieHrneM JIKA mo TskecTu
allna03a COMIaCHO KOHCEHCYCYy MeXIyHapoaHOro oOIIecTBa 10 M3y4eHUIO
caxapHoro auabeta y mereit u moapoctkoB (ISPAD, International Society for
Pediatric and Adolescent Diabetes) ot 2009 r. JIK nmo M. Y. MapTbiHOBOIT —
3TO HE KOMa B HEBPOJOTMYECKOM ITOHMMAaHMU, TaKMM OOpa3oM IeIacT-
Cs TIOTIBITKA MEePEeHECTH aKIEHT Ha M3MEHEHUsI HEBPOJIOTMYECKOTO cTaTyca
00JIbHOI'O KaK OCHOBHOI KpUTEPUl TIPU OLIEHKE TSXKECTU COCTOSTHMS, pUCKa
passutnsg OI'M m ameKBaTHOCTHM Tepalini, TTOCKOJIbKY ITKaima KoMbl [1asro
(IIKT) mpu MmoHuTOpUHTE cocTOsSTHUS O0bHBIX JIKA 10 HacTosiero Bpe-
MEHM IIMPOKO HE MPUMEHSIETCS.

CootBetctBeHHO Tskectn JAKA 1ipm passutnu JIK HapacrtaoT u mapyrue
cumnrombl. Ilpu K 1 crenenu (KA cnaboil cterneHd Mo KpUTEPUSIM
ISPAD) nabmomaloTcsi COHIMBOCTD, TAXWUITHOD, TUTIOpeJIeKCHs, MBIIIeY-
Has TUIIOTOHUS, TaXUKapausl, TOITHOTa, pBOTa, OOJIM B XKMBOTE, 3aIlax aIe-
TOHA U30 pTa, moauypus, momtakuypus. [1pu K 2 crenenu (JIKA cpenneit
cTeneHu TseKkecTu 1o KputepusMm ISPAD) — cormop, rrybokoe ImIyMHOE ITbI-
XaHMe (ToKcuueckas onplinka Kyccmayist), BeIpaxkeHHBIE TUTIOPeMICKCHS U
MBbIIIIEYHAs] TWUITOTOHMSI, 3HAYMTEIbHAsI TaXWKapAus, NMPUIIyLICHUE TOHOB
cepaua, apTepuajabHasi TUIIOTOHMSI, MHOTOKpaTHas pBOTa, 00U B KUBOTE,
CHUMYJIMPYIOIIUE «OCTPbIA XXUBOT», 3alax alleTOHA B BbIABIXaEMOM BO3JIyXe,
olIyIllaeMblii Ha paccTostHUM. [Tonuypust Ha 9TOM CTaIuU MOXET OTCYTCTBO-
BaThb 13-3a OBICTPO pa3BUBAIOLICICS AerUaApaTaAIldN.

ITpu JIK 3 crenenu (tsekenwiii JIKA no xputepusim ISPAD, koma mno
IIKTI) co3HaHue OTCYTCTBYeT; HaOM0Jar0TCs apedJeKcusi, KoJarnc, Jac-
THIA HUTeBUIHBINA IyJIbC, pe3Kasl JeTUapaTalus, «<MpaMOPHOCTb» WU cepast
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OKpacka KOXH, IIMaHO3, MAacTO3HOCTh U OTEKM TOJIeHei, pBOTa 1IBeTa KO-
(befiHol TyIIM, OaMroaHypus, IIybokoe IIyMHoe abixaHue (abixaHue Kyc-
cMayJid) WIM Tiepruoandeckoe abixanne (apixanne Yeitna—Crokca).

ITpu MonouHokuciaoM BapuaHTe JIK moryT mpeoGiagaTh pe3kue 00au B
00JIaCTU TPYAHOM KJIETKM, CepJlie, MBIIIAX, K1uBoTe. OTMeuaeTcs: ObICTpoe
MOSIBJICHE M HapacTaHHWE ONBIIIKH, KeTO3 OTCYTCTBYET WJIM BBIPAXKEH Cla-
00, TuIeprIMKeMust ymepeHHas (1o 15—17 MMoib/m).

Hns couetanus K ¢ runepocMoNIIpHOCTBIO XapaKTepHbl BbIpakKeHHast
JIeruapaTainns, Bo30yXImeHue, rureppedaekcrsi, TUIIepTepMus, OdaroBas
HEeBpOJIOTHYECKasT CUMITOMATHUKA, IaTOJIOrM4YecKre pedIeKChl, CYIOpPOIH,
TUTNEPIIMKEMUS C YPOBHEM TJIIOKO3bI BhIlIe 30 MMOJIb/J; BO3MOXHBI TTOBBI-
IIEHWE YPOBHEN HATpUs M MOYEBMHBI B CBHIBOPOTKE, TJIIOKO3YpHs, KETO3,
alumo3.

CrenyeT MOMHUTB, YTO YacToil nmpuunHoil pa3sutusa K saBasieTcsa octpoe
nHPeKIIMOHHOe 3aboneBanne. Kpome Toro, Ha ¢poHE TIKEJTOro MeTadoJm-
YeCKOTo CTpecca, KOTOPBIM SIBJISIETCS] KOMAaTO3HOE COCTOSTHUE, HEPEIKO pa3-
BUBAIOTCS MHGMEKIIUU Pa3IUUYHON STUOJIOTUU U JoKaiu3auuu. CBoeBpeMeH-
HbIe TMAarHOCTHKA M JIeueHNe MH(MEKIINY — BaXXHbII (PaKTOp B KOMILIEKCE
MIPOBOIMMBIX MEPOIIPUSITHUIA.

[Tpu nepBuuHOM ocMmoTpe 6oabHOrO ¢ KA ciaeayet onpeaeanThb cTeneHb
HapylIeHUs XWU3HEHHO BaXXHBIX (PYHKIINI (KpOBOOOpAIIEHUSI, BHEIIHETO
IBIXaHUS) U TP HEOOXOOMMOCTHU 00ECIIeYNTh afeKBAaTHYIO TTOMIEPKKY b~
XaHMSI U CEPICUYHON NesTeIbHOCTH.

OKA xapakTepu3syercs IIIyOOKUM Ae(ULIMTOM BOIBI U 3JIEKTPOJIUTOB KakK
BHYTPU KJIETKM, TaK M BO BHEKJIETOYHOM cpelie. YPOBEHb ITOTEPh IIPOJE-
MOHCTPUPOBAH B TabJI. 3, Iae NMpuBeAeHbI 0000IIEHHbIE TUTEpaTyPHbIE JaH-
Hble. B KaxXmoM KOHKpPETHOM ciIydae IeiCTBUTEIbHBIC IIOTePH MOIYT OBITH
MEHBIILIe WJIM OOJIbIIIE, YeM 3HAYCHUsI, IIPeJCTaBIICHHbIE B TaOJIMIIE.

Tabnuua 3. MoTepu XUAKOCTM 1 3NeKTponuToB npn JKA 1 cyTo4Has NoTPeOGHOCTh B 3TUX BeLLe-
CTBax y 3[0POBbIX eTeil U Npu 3aMecTUTESIbHON Tepanuu

BemectBo Cpennee 3Hauenne (ammautyna HopmanbHas cyrounas (24 4) moTpeOHOCTH
KOJIe0aHMil) MOTepH HA KI Beca

Bona 70 M IIpu Bece pebenka 10 Kr wim mMeHee —
(30—100) 100 ma/kr.
IIpu Bece pebenka 11—20 kr —

1000 ma + 50 mut/Kr Ha KaxIblii KT
ot 11 no 20 xr.

IIpu Bece pebenka 6onee 20 Kr —
1500 mu + 20 mu1/Kr Ha Kaxablid Kr 6osee 20 Kr

Harpwuii 6 MMOJTb 2—4 MMob Ha Kaxkabie 100 M1 pacTtBopa
(5—13) Uil B/B UHODY3UU
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Tabnuua 3 (okoH4aHue). MoTepu XUAKOCTH 1 3neKTponmToB npu JKA 1 cyTo4Has noTpebHOCTL
B 3TUX BELLECTBAX Y 30POBbIX AETeil 1 NPy 3aMeCTUTENbHON Tepanum

BemectBo Cpennee 3nauenne (ammmryna Hopmanshas cyrounas (24 1) moTpeOHOCTH
KoJieOaHMii) moTepn HAa KT Beca

Kanmit 5 MMOJIb 2—3 MMoIb Ha Kaxknabie 100 M1 pacTBopa
(3—06) IUIsT B/B MHGY3UU

Xnopuasl 4 MMOJTb 2—3 MMonb Ha Kaxknbie 100 M1 pacTBopa
3-9) ISl B/B MHDY3UU

®ocharer  0,5—2,5 mmoib 1—2 mMomb Ha kaxasie 100 M1 pacTBopa

IUIS1 B/B MH}Y31HN

VIIpolIeHHO Komm4yecTBO BBoguMoii ripu JI KA XMIKOCTH pacCUMThIBACT-
cs Tak: mpu Bece pedeHka meHee 10 Kr — 4 mi/Kr/4; ipu Bece pedeHka 11—
20 xr — 40 M1 + 2 MJI/KT/9 Ha Kaxablii Kutorpamm Mexay 11 u 20 xr Beca;
npu Bece pebeHka 6ojee 20 kr — 60 M1 + 1 MJI/KT/4 Ha KaXKIbIiA KUJI0TpaMM
oosiee 20 Kr.

BripaxkeHHOCTh criennduieckux cuMntToMoB npu JIKA nHauBuayaabHa 1
BapuabesibHa, 3aBUCUT OT MPOJOJIKUTETLHOCTU U TSDKECTH TeUeHMsT 3a0071e-
BaHMSI, MIPEIIECTBOBABIIEIO Pa3BUTHUIO KPUTUYECKOIO COCTOSIHUSI, OT TOTO,
HACKOJIBKO COXpaHWJIACh BO3MOXKHOCTb IIpHe€Ma BOIBI M 3JIEKTPOJIUTOB
BHYTPb, OT XapaKTepa CheIeHHOTO U BEITUTOTO A0 pa3Butus KA. [ToTpeo-
JIeHV€ HAIIUTKOB, COAEPXKAIIMX 00JIbIIOE KOJIMYECTBO YIJIEBOIOB (COK, caxa-
pocoaepxKalire 0e3aJIKOroJbHbIe HAITMTKI), YCYTYOJISICT TUIIEPIIMKEMHUIO.

Knunnueckue npusHaku KA u JIK — nerunparainus; yJaiieHHOe, Ty-
0okoe, mymMmHoOe apixaHue (mpixanue Kyccmayns); TomrHoTa, pBoTa, 00 B
KMBOTE, UMUTHUPYIOLINE CUMIITOMATUKY «OCTPOTO KMBOTa»; IPOTPECCUpPY-
Iolllee HapyllleHUe CO3HAHUS BILJIOThH JO €ro MOTEePU; JIEMKOILIMTO3 CO CABHU-
roM JIEHKOLIMTapHOI (DOPMYIBI BI€BO; HeCIeU(pUIECKOE TTOBBIIICHUE aK-
TUBHOCTH CHIBOPOTOYHOM aMWJIa3bl; IMXOpanKa (TOJBKO P IPUCOSIUHE-
HUM UHGDEKLINN).

buoxumnyeckumu KputepusiMu npu auarHoctuke JIKA saBiasioTcs cieny-
IollMe MapaMeTpbl: TUMEPTIMKeMUs (YypoBeHb TIJIIOKO3bl TIa3Mbl Oosee
11 mmonb/n (umu 200 Mr%); pH BeHO3HOII KpoBU MeHee 7,3 WM YPOBEHbD
OukapOoHaTta MeHee 15 MMoab/11. B poccuiickoil KIMHUYECKONW MPaKTUKE
TPaAULIMOHHO OMNpPEeAesoT KanuuisspHblie mokasarenu pH u BE. Boisasnser-
cs KeToHeMusl U/wnn KeToHypus. [Ipu HeOOMbIIOM MOBBIIIEHUU YPOBHS
IJIFOKO3BI TUIa3Mbl, HO HAIMYMY KEeTOAII03a PETUCTPUPYETCS PEIKO BCTPE-
YalOlIUCI «dYIJIMKEMUYEeCKU KeToauumo3». B MUpoBoil ITMaGeTOJOruu
creneHu Tskectd JIKA NpUHATO BBIAEISATH MO CTENIEHU allMao3a:; JEeTKui
(BeHosHkbill pH MeHee 7,3 minu ypoBeHb OMKapOOHATa MeHee 15 MMOIb/I);
ymepeHHbli (pH MeHee 7,2 unu ypoBeHb OukapboHara meHee 10 MMOJIb/J);
Tskenslii (pH menee 7,1 uau ypoBeHb OuKapOoOHaTa MeHee 5 MMOJIb/JI).
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I'THC kpaiine peako Bctpeuaetcs npu CJ1 (vame npu C2) u pa3BuBa-
eTCsl IIPY YPOBHE IIIOKO3bI B I1a3me 0ojiee 33,3 mmounb/i1 (600 Mr%), Hop-
MaJbHOM MM 0m3koM K HopMme pH (6onee 7,3), ypoBHe 6ukapOoHaTa 060-
Jee 15 MMOJIb/JI, HE3HAUUTEJbHOM YPOBHE alleTOHa B KPOBU U Moue (1100
MPpU OTCYTCTBMU KETOHYPUM U KETOHEMMUM), TOBBIIIEHUU 3(PGhEKTUBHOMN
OCMOJIIPHOCTU CBHIBOPOTKHU Oosiee yeM 10 320 MOCM/KT Ipu pa3BUTUM CTY-
nopa win Kombl. ['opazno yamie Habmomaerca KA ¢ runepocMosspHbIM
KoMIioHeHTOM. ¥ B3pociibix Npu 'THC Bo3MoKeH JIeTKuii UJu yMepeHHBI
aluao3, a y aeTell — Tspkenas runeprinkemus npu KA ¢ pasButuem ru-
nepHaTpUEeMUH, YTO TpeOyeT MHAMBUAYAJIbHOIO MOAX0Ja K JIEYEHUIO KaX-
JIOTO IMallleHTa.

[Ipn mepBuyHOM oOcnenoBanum pedeHka ¢ KA Heobxoanmmo TmoaTBep-
IUTh OUATHO3 U OIPEeAeIUTh MpUIUHEI pa3BuTus KA, oneHUTh Haamuue
MpU3HaKoB UHpeKIu. PebeHKa 00s13aTe/IbHO B3BEIIMBAIOT, YTOOBI pacCum-
THIBaTh B AaJbHEHIIIEM 103bl BBOAMMBIX IIPeNapaToB M PacTBOPOB ST MH-
¢y3un. Heobxomnmo TakKe KIMHUYECKN OLIEHUTH CTeIICHBb IeTHapaTallvu.
Cy1iecTBYIOT KOCBEHHbIE MPU3HAKU, MMO3BOJISIONIME BBISIBUTL 5% neruapa-
TallMIo, a TaKXKe aluao3 y AeTeil 1o 7 JeT. DTo yIJIuHEeHue BPEMEeHHU 3aIl0JI-
HEHUS KanusapoB (B HOpMe MpuMepHo 1,5—2 ¢ Wiu MeHee), CHUXXEHHe
Typropa KOXu WIM He3JacTU4YHasl KOoXa, TMIepPBEHTUISIIIMS.

Crenens Hapymenus co3Hanus npu JKA u JIK onenuBaercs mo mkasue
kombl I'nasro (IIKT). ITpu HapylieHUU CO3HAHUS ClIeAyeT OLEHUTh MPOXO-
JUMOCTD JIbIXaTeIbHBIX ITyTei, OMOPOXHUTD XKEJIyI0K IMOCPEICTBOM Ha3ora-
CTpaJIbHOM aclupaluuy WISl MpoGMIAKTUKYA acIIUPallMOHHON ITHEBMOHMUM.
KareTepuszanusi MOYEeBOTO My3bIpsi OOBIYHO HE TpedyeTcsl, HO MPOBOAUTCS,
€c/ii peOeHOK 0e3 CO3HAHUS UJIM HE MOXKET OMOPOXHUTH MOUEBOM ITy3bIPhb
0 MOTPpeOHOCTU (HeTH A0 3 JIeT, YaCTUIHBIN mape3 C(MHKTEPOB M3-3a TH-
nokanueMuu U ap.). IManmeHTaM ¢ TSKEIbIM HapylIeHHEM KpoBooOpallle-
HUS WM B COCTOSIHMM I11I0Ka Ha3HayaeTCsl KUCIOpOAOoTeparnusl.

bepyt obpazel; kpoBU A1 1a00PaTOPHBIX UCCIeIOBaHUI: 001U pa3Bep-
HYTBI KJIIMHUYECKUI aHalIu3 KPOBU, YPOBEHb TJIIOKO3bI B ChIBOPOTKE WU
mia3me, Bce nokaszarean KIIC, ypoBHU 37eKTPOJUTOB — Kajus, HaTpus,
KaJIbLIYsI, YPOBHU MOYEBMHBI U KpeaTMHWHA, OCMOJIIPHOCTh. O0s3aTeIbHO
MPOBOJAT UCCIIeIOBaHWE MOYM Ha KETOHBI, HO JIyulllie ONpeAcasiTh YPOBEHb
[-okcuMaciisiHOW KUCIOThI B KpOBU. XKeaTeJIbHO ONpeaeuTh TAaKXKe YpOB-
HU ¢pocdopa, marHusi, HbA,. B KpoBu. M3 MHCTpyMEHTAJIbHBIX MCCJIETOBA-
HUI ipoBoadT 3aekTpokapauorpaduio (BDKI) — B T. 4. 111 JOMOJHUTEb-
HOI OLICHKM KaJIMEBOTO CTaTyca.

YpoBHI KETOHOB B KPOBHU IIPEATIOYTUTEILHO OIIPEAEIISITh, ITIOCKOIBKY 3TO
MO3BOJISIET B JajibHEHIlIeM CleIuTh 3a 3(P(PEeKTUBHOCTBIO JICUSHUS TTO CHU-
JKEHUIO YPOBHS [3-OKCUMAC/SIHON KUCJIOThI B KPOBU, B TO BpeMsl KaK KeTo-
HYpHUsI MOXET COXPaHSThCS Haxe ITOcie JUKBUOAUWU amumo3a. Cremyer
TakXKe YYUThIBATh, UTO JEMKOLIMTO3 B OTBET Ha cTpecc XapakTepeH mis JIKA,
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CBSI3aH C KETO30M U He 00s13aTe/IbHO SIBsSIETCS Mpu3HaKoM MH@ekuu. Ec-
JIK XK€ TIpy OOIlleM aHaJIn3e KPOBU OOHApPYKEHbl M Apyrue NMpU3HaKW WH-
ek, KpoMme JIEMKOLNTO3a, OCOOEHHO IMPU HalInuuu (GuOpuInTeTa, He-
00XOIMMO B3SITh ITOCEBBI KPOBM, MOYM M Ma3KU M3 HOCA U 3eBa IS Jallb-
HEeHIIel afeKBaTHON aHTUOMOTUKOTEPAITUU.

JomomHuTtenbHBIN prck pa3Butusg OI'M Bo Bpems Jie4eHNsS NMEIOT Mali-
eHTHhI ¢ TskeabiM JIKA cormacHo MeTabonMyecKuM MoKa3aTessIM (TsKeblid
anuao3, Hu3kuit pCO,, BLICOKUI YpOBeHb MOUYEBUHBI B KPOBU), JIUTEIIb-
Holt cumriromatnkoit CJ/I, mpenmectBoBasieit passutuio JIKA, BepakeH-
HBIMA HapylIeHUSMH KpOBOOOpallleHWsI W CO3HaHHWs, B BO3pacTe 0
5—7 ner.

IIpu panbHellIeM KIMHUKO-METAa00JIMUYEeCKOM HaOMoAeHUM 3a 0O0Jib-
HBIM, YacTOTa KOTOPOTO IOJIXKHA ObITh He MeHbllIe 4yeM 1 pa3 B 1—2 4 Ha
(boHe MHTEHCHBHOW MH(MY3MOHHOW Tepamnuu, YYUTHIBAIOTCS OCHOBHBIE
MOKa3aTeJIM COCTOSHUSI OpraHM3Ma: 4YacToTa CEepAeYHBIX COKpallleHUM
(UCC), vacrora abixanus (Y1), AIl; mpoBOAUTCS HEBPOJOTMYECKOE O0-
cienoBanue, B ToM yucie no ILIKI, ¢ ocoObiM yrmopoM Ha CUMIITOMBI,
yKasbiBatonne Ha pa3sutrue OI'M: royioBHas 00y1b, OpaguKapans, TOBTOP-
Has pBOTa, OECMOKONMCTBO, BO30YAUMOCTb, COHJIMBOCTb, HelepKaHUue MO-
4y, Mape3 YepernHO-MO3TOBbIX HEPBOB, aHOMaJbHbIE 3paukKoBbie pedieKk-
chl; oueHnBaloTcst mokasarenu KIIC, reMaToKpuT, ypOBHU B CHIBOPOTKE
2JIEKTPOJIMTOB (Kajusl, HATpUsl, KaJibLiKs), MarHus, (pocopa, MOYEBUHHBI,
IJIIOKO3bl, HaJW4yue KETOHEMUM; YYUThIBAeTCsI B/B BBEIEHME WHCYJIMHA,
00BbEM BBEICHHON 1 BBIACICHHON XUIKOCTU. I10 ypOBHIO MOUEBUHBI U T€-
MaTOKPHUTY MOXXHO OLIEHUTb, HACKOJIBKO BbIpaXeH AeULIUT 00beMa BHE-
KJIE€TOYHOM XUIKOCTU. B MeXayHapOaHBIX peKOMEHIAIMX MpeaiaracTcs
TakKXKe OLEHUTDH BEJIMYMHY aHMOHHOTO IPOMEXYTKAa: aHMOHHBII IIPOMEXY-
TOK = Nay o — (Cl gpopn + HCO37popy), HOPMAIBbHBINA MOKA3aTENb CO-
crapnsieT 12 £ 2 mmoab/n. [1pu KA aHMOHHBIN TPOMEXYTOK OOBIYHO pa-
BeH 20—30 MMOJIb/J1; aHMOHHBIN IIPOMEXYTOK OoJiee 35 MMOJIb/ T TIPEaIIo-
JlaraeT HaJu4yue COIYyTCTBYIOIIEro JlakTaTanuao3a. Mcnoib3yloTesl TakxKe
IOKa3aTeau CKOPPEKTUPOBAHHBIA HaTpuii = Na® o, + 2 X (YPOBEHD IJIIO-
KO3bI 11a3Mbl — 5,6)/5,6 (MMoJb/n); 3¢hGheKTUBHAS OCMOISIPHOCTD = 2 X
x (Na*gpomn + Kfypopu) + TIOK03a (MMoOnb/1) (mpu JKA cocTabnger 300—
350 mmonab/n). I1o ypoBHIO HATPHUS B CHIBOPOTKE CTEINEHb CHUKEHUS 00b-
eMa BHEKJIETOYHOM XunkocTtu mmpu KA ompenensiTs Helb3sI U3-3a MOBBI-
IIEHHOTO YPOBHS TJIFOKO3bI BO BHEKJIETOUHOM ITPOCTPAHCTBE, IIPUBOISIIIE-
ro K IepeMeIIeHUI0 MOJIEKYJI BOJIbl BO BHEKJIETOUHYIO KUIKOCTb 10 OCMO-
THICCKOMY TPagUeHTy, YTO CUMYJIMpPYET 00Jiee BRIPaXKCHHYIO TUIIOHATPHE -
muto. IIpu JKA nmoHUXeHO TakKxKe coaepkKaHWe HATpUsl B CHIBOPOTKE Ha
(¢one runepaunuaeMun. CKOppeKTUPOBAHHBIN YPOBEHb HATPUs IIPU TeE-
panuu KA MOHUTOPUPYETCS C yIETOM TOTO, UYTO MPU CHIKEHUU YPOBHSI
IIIOKO3BI TUIa3MBI TTOCJIE Havaja ageKBaTHOM B/B MHGY3MOHHON Tepanuu
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¥ WHCYJIMHOTEpaIlMd KOHIEHTPAIIUSI HATPUSI B CBIBOPOTKE JOJKHA YBEJIN-
YuBaThCs 0€3 YXYIIIeHUs TUIIEPTOHMYECKOTO CTaTyca KPOBM, TaK KaK ec-
JIX YPOBEHb HATpUs B CHIBOpOTKe Ha (oHe nedeHus JKA He pacteT uiu
MIPOIOJIKACT CHIKATHCS, 3TO CUMTACTCSI BO3MOXHBIM IIPU3HAKOM YIPO3bI
OI'M. IloMuMO OLIEHKM CTEIEeHU AeruapaTainiu, moacueT 3PpPeKTUBHOI
OCMOJIIPHOCTH MOXET OBITh IMOJIE3CH JJISI PEIICHUs BOIIPOCOB O Ha3Haue-
HUM XKUIKOCTU W DJIEKTPOJMTOB. PacueTHble mOKa3aTelnm CKOPPEKTUPO-
BaHHOTO HATpus U 3G GEKTUBHON OCMOISIPHOCTH O€CCIIOPHO TOJIE3HbI 110
JAHHBIM 3apy0eXXHBIX UICTOYHUKOB, HO IIIMPOKOTO IMIPUMEHEHUS B POCCUIA-
CKO# KJIMHMYECKON IMpaKTUKE He HaIIUIN.

INeverHne OKA n OI'M

«MockoBckue» pekomeHgauuu 1o jedeHuwo JIKA u JIK paspaboTtaHbl Ha

OCHOBaHUU HAyYHO-TIPAaKTUYECKOTO OMNbITa, HAKOIUJIEHHOTO B Te€YEHUE MOY-

™ 50 et paboThl SHIOKPUHOJIOTUYECKOTO OTAeAeHUST MOpPO30BCKOM AET-

CKOI TOPOACKON KIMHMYECKON OOJIbHUIIBI JlemapTaMeHTa 3apaBOOXpaHe-

HUsS MockBbl. OHO SBJISIETCSI CAMbIM KPYITHBIM B P® sHIOKpUHOJIOTMYE-

CKUM LIEHTPOM M0 JIEUSHUIO HEOTJIOXKHBIX COCTOSIHUM, UMEIOIIM HauO0JIb-

it B Poccun onbiT neuenust KA y gereit u noapoctkoB. LleHHOCTD JaH-

HBIX PEKOMEHJALMIi MO0 CPAaBHEHMUIO C MEXAYHApOAHBIMM HE TOJBKO B UX

3 EKTUBHOCTA, HO M B MOJHON agalTUPOBAHHOCTU K POCCUICKON NeT-

CKOH MeIMaTPUICCKON MPaKTUKE 1 B JOCTYITHOCTA METOINKM, OITMCAHHON B

pekoMeHaauusx, ns aedeHus aeteit ¢ JIKA Bo Bcex poCCMMCKMX CTalMO-

Hapax, Jaxe ¢ MUHMMAaJbHbIM YPOBHEM OCHAILIEHHOCTU U MPU OTCYTCTBUU

BO3MOXHOCTHU 3KCTPEHHOI KOHCYJIbTAllMM JIETCKOTO 3HIOKPUHOJIOTA.
Pexomennyemas metoauka aeuenust JIKA u JIK y neteii, pazpadboraHHast

M HUCHojb3yeMasi B SHIOKPMHOJOTMYECKOM OTIAeJeHUM MOpO30BCKOI

AT'KDb, He NpOTUBOPEUYUT MEXIYHAPOJHOMY KOHCEHCYCY MO JEYEeHUIO

HKA 1 ocHOoBaHa He TOJIbKO Ha HayYHO-MCCJIeNOBaTeIbCKMX paboTax, HO

¥ Ha OTPOMHOM KJIMHMYECKOM OIBITE, MCXOAS M3 KOTOPOTO TSKECTh CO-

crosiHus nipu KA u IK o0ycioBieHa B mopsiaKe YObIBAaHUSI KIMHUYECKO-
ro 3HAYEHMUSI:

e JICrApaTalliel ¢ BbIPAXXECHHOM TMIIOBOJIEMUEHA;

e 3JIEKTPOJIMTHBIMU HapYIIECHUSIMU;

e crieln(pUUeCcKOil «MHTOKCUKALIMEH» KETOHOBBIMU TeJaMU U APYTUMU MPO-
JIyKTaMM HapyLIEHHOTO MeTabojM3Ma C Pa3BUTUEM TSDKEJIOTo allyao3a;

e THIIEPIIMKEMUEN, KOTOpasi B COYETAaHMU C COIYTCTBYIOIIMMU TUIIEpHAT-
pueMueit M rumnepasoreMueil MoXeT TIPUBOAUTDL K TSXKEI0H TMIIEPOCMO-
JISIPHOCTH.

BcnomoratenbHBIME, HO OY€Hb BaxXHBIMU MEpaMU, CIIOCOOCTBYIOIIMMU

YMEHbIIEHWIO 9HAOTEHHON MHTOKCUKALIMU, SIBJISIIOTCS TMTPOMBIBAHUE KEJTY/I-
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Ka (1py HEOOXOAMMOCTH 30H] OCTABISIOT HA JJINTEbHOE BPEMSI) U OUUCTU-
TeJabHas kKiau3Ma. OOBIYHO, €CIM MO3BOJISIET COCTOSIHME OOJBHOrO, UX MpPO-
BOJIST IO Hayajla OCHOBHOTO JICUCHUSI.

OCHOBHBIMMU JI€YEOHBIMU MEPOTIPUSITUSIMU, KaK U B KOHceHcyce 1o JIKA,
paspadoranHoMm ISPAD, ssnstoTcsa nHdy3MOHHas Teparus U B/B BBeICHUE
WHCYJIMHA.

OcHoBHBIC Lenu npu jdedeHnu JIKA B mopsake nx IpUOpUTETA:

1) nukBUAUs AeTUApaTallii U TUTIOBOJIEMUU.

2) TUKBUIAINAS alla03a.

3) HopMaIu3alus 31eKTPOJUTHOTO COCTaBa KPOBU.

4) CHIXE€HUE YPOBHSI TJIIOKO3bI IIa3Mbl U yIepKaHUe ero Ha ONTUMaJIbHOM
(Ge3omacHOM) YpOBHeE.

5) mpeaynpexacHUe pa3BUTHSI OCJIOXHEHUI WIW UX JieUeHHUe.

6) JleyeHue COIYTCTBYIOLIMX 3a00JI€BaHMIA.

BripaxkeHHast meruapaTalivsi, TUIIOBOJEMMSI, META0OIMIYSCKII alna03 1
BJICKTPOJIMTHBIE HApYIIEHUSI — OCHOBHBIE (PAKTOPHI, OIMpEAessIonIue Ts-
JKE€CTh COCTOSIHMSI OOJIbHOIO. [MIlepriimkeMusi, eCii ypOBeHb IJIFOKO3bl HE
MpeBbIIIaeT 26—28 MMOJIb/J1, He MPEACTABISET HEITOCPEICTBEHHOM YIPO3bI
XKU3HM OoJibHOTO. [loaTOMY clieayeT MOMHUTB, YTO MepBoOYEpeaHAs 1IC)Ib
JIeYeHUs] — He CHUKEHUE YPOBHS INIFOKO3bl B KPOBM, a O0pb0a ¢ allMao30M,
JeruapaTanyeil, HapylueHUs MU 3JeKTPOJIUTHOTO COCTaBa KPOBH.

OntumanbHbIi (0e3011acHBIN) YPOBEHD TJTIOKO3bI IJ1a3Mbl COCTaBIsIeT 12—
15 MMmoib/n. YpoBeHb HMXE 8 MMOJIb/JI Ha (POHE TSDKEIOro KeToaluao3a
omnaceH pa3BUTHEM TUMOTJIMKEMUYECKOTO COCTOSTHMSI, OCOOEHHO MpU ObICT-
POM CHMXKEHUHU YPOBHS TJIIOKO3bI (0osiee 5 MMOJIb/J 3a yac). [1pu aTom Kpaii-
He BBICOKA BEpOSATHOCTL pa3Buthsg OI'M, 4TOo MOXeET IpUBeCTH K TUOeIn
0OJIBHOTO.

I1pu ypoBHe ITIOKO3bI OoJiee 26—28 MMOJIb/JI MOXET Pa3BUThCS CUHAPOM
TUIIEPOCMOJIIPHOCTH, OCOOCHHO TP COMYTCTBYIOIICH TUIIEpHATPUEMUN 1 TH-
nepazoTeMun. Takoe COCTOosTHHUE TpeOyeT NOMOTHUTEIbHBIX JEUEOHBIX MEP.

IIpu cocraBieHuM 1j1aHa MHPY3MOHHOM Tepaluy CleayeT:

1) onpenenuTh CyTOUYHBIA 00bEM BBOIMMOM KMIKOCTH.

2) onpeaeauTb cOCTaB MH(MY3MOHHBIX CPel.

3) cocTaBUTh MTOYACOBOM PEXXUM BBEACHUS MH(PY3MOHHBIX PACTBOPOB.

4) ompemelnTh CIIOCO0 BBEICHUS MHCYIMHA: ¢ TIOMOIIBIO IIIIPUIIEBOIO J0-
3aTopa, B MH(PY3MOHHOI cpele, MUKPOCTPYiHOE OOJIOCHOE BBEIEHUE
Kaxabie 1—2 u.

5) ompeaeanTh IMpUMEpHBIE TT0YaCOBBIE T03bI MHCY/IMHA (BEpOsSITHEE BCETO, B
npolecce JeYeHUs MoTpedyeTcsl UX KOPPEKIs).

6) pelnTh BOIIPOC O HEOOXOAMMOCTH HA3HAYCHUS JOIOJTHUTEIbHBIX MEIU-
KaMEHTO3HBIX CPEICTB (MHOTPOITHBIC MpeIapaThl, MOYETOHHBIC, TOPMO-
Hbl, aHTUKOATYJISTHTbI, aHTUOMOTUKU, BUTAMUHBI).
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[ orpeneaeHnst CyTOYHOTO 00beMa BBOIUMOI XUAKOCTHU CIIEAYET YIu-
THIBaTh (DM3UOJOTUYECKYIO TTOTPEOHOCTDh, Ae(ULIUT XKUAKOCTU (CTETNeHb Ae-
ruapaTalin), ee IPOIOIKAIOIINEeCs ITOTEePH.

CyrouHast ¢pU3M0JIornyecKast ITIoTpeOHOCTh 3aBUCUT OT Bo3pacTa peOeHKa
U cocTaBjsieT: B Bo3pacte 1 roga 120—140 mu/kr; B Bo3pacte 2 jgeT — 115—
125 ma/kr; B Bo3pacte 5 et — 90—100 mui/kr; B Bo3pacte 10 jser — 70—
85 mi/kr; B Bo3pacte 14 mer — 50—60 mi/kr; B Bo3pacte 18 mer — 40—
50 mu/xr. bonee yHuBepcaabHBIM SBJISIETCS pacyeT IO TIJIOLIAAN [TOBEPXHO-
CTU Tesla — (PU3MOJIOrMYecKas MOTPEOHOCTh COCTaBIsIET 2 JI/M2/CyT.

K paccunranHO# PU3MOIOTMIECKOiT TIOTPEOHOCTH B 3aBUCUMOCTH OT CTe-
MeHu aeruaparauu godasisiercs mo 20—>50 MiI/Kr/CyT; yUIUTHIBAIOTCS TaK-
K€ MPOIOJIKAIOIINECS TTOTEPH.

OCHOBHBIMH WMH(MY3MOHHBIMM PacTBOPaMU SIBJISIFOTCSI  KPUCTAJJIOWIEI.
KonnounHeie cpenbl MPUMEHSIOTCS UCKITIOUUTENBHO 0 MOKa3aHUSIM.

VY nmereil, HECMOTpPSI HA TUIIEPIIMKEMUIO, 0053aTEIbHO MOCTOSIHHOE MC-
MOJIB30BaHNE TJIFOKO30COACPXKAIINX PACTBOPOB B COYETAHUM C COJIEBBIMU
(pusmonornyeckuii pacTBop, pactBop PuHrepa u T. m.). [locTossHHOE BBe-
JIeHre TIIOKO3bl HeOOXOAUMO ISt MPpO(WIAKTUKUA PE3KOTO0 CHIDKCHUS ee
ypoBHs B 1azme 1 OI'M Ha ¢oHe JeyeHus, a TaKXKe B KauecTBe aHTUIaKTa-
LHUAEMUYECKOTo cpeacTBa. KoHIeHTpallus TJII0KO3bl B PaCTBOPE 3aBUCUT OT
YPOBHSI [NIIOKO3bI B IuIasMe: 2,5% IpH ypoBHE IVIIOKO3BI B IIIa3Me Oosee
25 MMmoab/; 5% — Tipy YpOBHE TIIOKO3bI 14—25 MMonb/1; 7,5—10% npu
YPOBHE IJIIOKO3bl HUXKE 14 MMOJIb/I.

Hcnonp3oBaHue y AeTeil B Hadaie JeYeHMs (10 TOCTYKCHMS OIIpeAeICH-
HOTO YPOBHSI IJIIOKO3bI B IIa3M€) TOJIBKO (DM3HOJIOTHUYECKOIO pacTBOpa He
OIlpaBIaHO, TaK KaK BEJUK PUCK Pa3BUTUSI TUIIEPHATPUEMUU C CUHAPOMOM
TUTIEPOCMOJISIPHOCTH M BO3HUKHOBEHMUSI ITOMOJHUTEIBHBIX IIPEINOCHUIOK
s pazButuss OI'M. B ¢BSI3M ¢ TeM 4TO IeTH, MOCTYIAlolI1e B COCTOSSHUU
AK, yacTo MMEIOT NCXOMHO HOPMAaJIbHBINM MU aXKe TOBBIIIEHHBIN YPOBEHb
HaTpusl B CBIBOPOTKE, JOIMOJHUTEILHOE BBeIeHE HATPHSI B OOJIBIINX KOJIH-
YeCcTBaX MOXKET ObITh OIACHBIM.

CrnenymonyM BaXHBIM MOMEHTOM SIBJISIETCS JTUKBUOALMS AeUIIUTa Ka-
JISI, KOTOPBHI Bcerda pa3BUBaeTcsl IIpU AUAa0ETHUYECKOM KeTOaluao3e.
C 3Toi1 11eJIbIO UCTIOIB3YETCSI PaCTBOP XJIOpUIA Kalusl, KOTOPbIi 100aBIsIeT-
Csl B OCHOBHYIO MH(Y3MOHHYIO Cpedy M3 pacuera 3—5 MIKB/Kr/cyT (Ipu
BbIpaXKeHHOM TUIOKaIueMu — 10 6—8 MakB/Kr/cyr). HaunHaTh BBeieHue
pacTBOpa HY>XXKHO yXXe B HauaJjie JeueHUs (IIpu COXpaHEHHOM JINype3e), HO B
HeOoubInoi koHueHTpauu: 0,1—0,2 M3KB/KT/4; 3aTeM €€ YBeJIMIMBAIOT 10
0,3—0,5 maxB/Kr/4. Takoe paHHee BBeIeHNE KAl OCHOBAHO Ha OOJIbIIIOM
KJIMHUYECKOM OTIbITe. Y IeTeli, Haxoasgmuxcs B coctossHuu JK, mpaktuye-
CKM HHMKOTHA HE PEeTUCTPUPYIOTCS MCXOMHBIE BBICOKME ITOKA3aTeId YPOBHS
Kanust B cbiBopoTKe. HaoGopor, yacTo orMedaeTcs neUINT Kalus, WK OH
OBICTPO pa3BuBaeTcs Ha (pOHE MPOBOAMMOIO JICUCHMUS.
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B/B BBemeHme rumpokapOOHATa HaTpHsI, KOTOPHI paHee (OKojo 15 jer
Ha3al) MCIIOJb30BajCs IJIs1 KOPPEeKLUMU MeTaboIMYecKoro amuao3a, B Ha-
cTosIIee BpeMsl He IIPUMEHSIETCS M He oIpaBaaHo. DGGEKT OT ero mpumMe-
HEHUS HECTOMKUI M KpaTKOBPEMEHHBI, a MOOOYHbIE AEUCTBUS HebJaro-
MPUSITHBIE (YCYTyOJIeHWE TMIIOKAJIMEMUHU, YBEIUUYCHNUE MPOHUIIAEMOCTU CO-
CYIMCTOM CTEHKH).

BBeneHune XMIKOCTM B TeYeHME CYTOK IPOBOAMUTCS HEPAaBHOMEPHO.
B mepBbie 8 u neuenuss BBomMTCs TpumepHo 50% pacueTHOro oobema,
octaBuuecs 50% — B TeyeHUe ocTaibHBIX 16 u. Takoe pacnpeneieHe BBO-
JVMOM KMAKOCTU obecrieunBaeT A0CTaTouHO 3Gh(EKTUBHYIO peruapara-
uuto. [1pu aTOM oTMeudaeTcst Xxopolasi IEPEHOCUMOCTb JIEYEHUSI CO CTOPOHBI
CepAEYHO-COCYAUCTON cuCTeMbl. [Ipu pe3ko BhIpaXKeHHON meruapaTaluy 1
OTHOCUTEILHO YCTOMYMBOW TeMOAMHAMUKE MOXHO B TiepBble 1—2 4 yBeJu-
YUTh CKOpOCTh MHPY3uM 10 5—10 Mi/kr/4. [IpuBeneHHBIN BBIIIE pacyeT
00beMa M CKOPOCTU BBEACHMUS XKUIKOCTH SIBJISICTCS TIPUMEPHBIM, COCTaBIIsI-
€T OCHOBY TJlaHa MH(MY3UMOHHOM Teparuu, U Bcerna Heo0XoauMoO MPOBOAUTh
€ro KOppeKIIMi0 B COOTBETCTBUU C KOHKPETHOM CUTyallMel MPU MOCTOSIH-
HOM KOHTpPOJI€ YPOBHS reMOIJIOOMHA, TeMaTOKpPUTa, II09aCOBOTO IUype3a.

WHcynuHoTepanusi — BaxKHEWIIMH KOMIIOHEHT JieueHusl Tpy auabdeTrnde-
ckoii Kome. MIHCYIMH BBOAMTCS TOJBKO B/B, MPUYEM PEKOMEHAYETCS BBO-
IUTH JIUIIB IIpernapaThl YeJIOBeUeCKOro MHCYJINHA KOPOTKOIO NEeCTBUS MU
aHAJIOTM MHCYJMHA YJIBTPAaKOPOTKOTro AeiicTBus. Mcronb3oBaTh MPOJIOHTH-
poBaHHBIE TIpemnapaThl MHcyInHA Mg jJedeHus KA n JIK Henbss.

71 TOYHOTO JO3MpPOBaHUS M 00ecIedeHNs 3aaHHON CKOPOCTHU ITOCTYII-
JIEHUSI MHCYJMHA B KPOBOTOK MOXHO MCIIOJb30BaTh aBTOMATUYECKUE
LI pULIeBbIe 103aTOpbl. KpoMme Toro, MHCYJIMH MOXKHO BBOAUTH OOJIIOCHO B
BUIE MUKPOCTPYMHBIX MHBEKIINI Kaxable 1—2 4 1100 100aBIsITh €T0 HEeIo-
CpPeICTBEHHO B MH(PY3MOHHYIO cpeay. BaxkHo coOmoaaTh MPUHLIMI «MaJIbIX
no3». CKOpoCTh BBeIEHMsS WHCYJIMHA He JoJkKHa TipeBbimath 0,10—
0,12 en/xr/4, 9ro coctaBisieT oT 1—2 10 4—6 en/9 B 3aBUCUMOCTH OT BO3-
pacta peOeHKa ¥ YPOBHS TJTIOKO3bI T1a3Mbl. He cienyeT pe3ko yBeIMyuBaTh
JI03bl MHCYJIMHA, €CJIM B IEPBbIE YacChl JEUYEHUSI YPOBEHb INIIOKO3bI HE CHU-
xkaercsl. ['mmornmmukemust Ha poHe KeToalurmo3a IIPUBOIAUT K OBICTPOMY pa3-
BuTHI0 OI'M 1 MHOTOKpaTHO yBeIMUYMBaAET pUcK rudesu 6oabHoro. [1pu Ha-
3HAaUYEHUM WHCYJIMHA HEOOXOAMMO YYUTHIBAaTh OOECIIEUEHHOCTh KaxKmaoit
eIMHUIIBI MHCYJIMHA B/B BBOAMMOM TII0KO3011 (B MepecueTe Ha CyxXoe Bellle-
CTBO) — IJIIOKO3HBII 3KBUBAJIEHT. DTOT MoOKa3aTejlb ITOMOraeT MpaBUIbHO
noxoopaTh KOHIIEHTPALIMIO TJII0KO3bI B MH(Y3MOHHOM PacTBOpPE B 3aBUCH-
MOCTHU OT YPOBHSI IJIIOKO3bI B M1a3me. Mcronab3oBaHre 3TOT0 COOTHOIIEHUS
MO3BOJISIET B IIpolIiecce JIeUeHUs YAePXKUBaTh YPOBEHb IJTIOKO3bI B IIJ1a3Me Ha
OITUMAaJIbHOM ypoBHe (12—15 MMomb/m).

B xauecTBe wimocTpaiuu HUXKE MPUBOAUTCS Tad. 4, TIe yKasaHbl COOT-
HOILIEHUS TJIFOKO3a/MHCYJIMH.
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Ta6nuua 4. CooTHOLLEHME BBOAMMOrO KOIMYECTBA MHOKO3bl HA 1 e[ NHCYMHA

YpoBeHb ITIOKO3bI Pactsop I'moko3a B pactsope HMHucyaun I'moko3a
TUIA3MBl, IJIIOKO3bI, B mepecyere HA ans JanHoro  Ha 1 en
MMOJIb/JI M cyxoe BemecTBo, T o0bemMa, e HMHCYJMHA, T
26—30 2,5% — 200 5 6—8 0,6—0,9
21—-25 5% — 200 10 4—6 1,6—2,5
16—20 5% — 200 10 4—6 1,6—2,5
10—15 10% — 200 20 3-5 4,0—6,6
<10 10% — 200 20 2—3 6,6—10

CymectBennoe (mo 0,05—0,07 en/Kr/4) yMeHbIIEHUE 103 MHCYIMHA IPU
3HAYUTEIbHOM CHIKEHHMH YPOBHSI INIIOKO3bI IIA3Mbl BO3MOXHO JIMIIB B TOM
ciaydae, eclIM IIpakKTUIeCKM JIMKBUAMPOBaH aluao3. Eciau aimmos mo-mpex-
HEMY PE3KO BBIPaXEH, a YPOBEHb IIIOKO3bI B IIa3Me HU30K, YMEHbIIICHUE
JI03bI MHCYJIMHA JOJDKHO OBITh KPAaTKOBPEMEHHBIM, TOJILKO Ha BPpEeMsI IIOBHI-
LIEHUSI YPOBHS TJIIOKO3bl 3a CYET BBEACHUS 00Jiee KOHLIEHTPUPOBAHHBIX
pacTBOPOB TTI0KO3EI. [locie 3Toro cienyeT BepHYThCS K BBEICHUIO MHCYJIH-
Ha B IIPEXHUX JOCTAaTOYHO BBICOKMX J03axX. Eciim 3TOorO He caenaTh, Ipou-
30iiIeT HapacTaHMWE alua03a.

KpoMe ocHOBHBIX MH(MY3MOHHBIX Cpell, MHCYJIMHA M IIPEeIapaToB Kajus
BBOIST psii BCIIOMOTaTe/IbHBIX cpeacTB: rermapuH, 150—200 en/Kr/cyT st
VIYYIICHUS PEOJOTUYECKUX CBOMCTB KPOBU M IIPEIOTBPAICHUSI BHYTPUCO-
CYIMCTOIO CBEPThIBaHUSI ¢ OOpa3oBaHMEM TPOMOOB; KOoKapOOKcuiaza, 10
800—1200 mr/cyT; ackopouHoBast Kucjiota, 10 300 Mr/cyr; ImaHaHTWH, 1O
40—60 m1/cyT; Ipy HEOOXOAMMOCTU — IpenapaThl Kajablvs, CyJb(aT Mar-
Hug 25% — 1,0—3,0 M (no6asisieTcss B UHPY3MOHHYIO CPENY NMPU CHUXE-
HUU YPOBHSI TJIIOKO3bI IJIa3MbI 10 16 MMOJIb/JT U HMXKE C LIEJbIO BHIPOBHSITH
OCMOTHYECKOE JaBJICHUE KPOBU).

[aiee B KauecTBe MprUMepa IPUBOIUTCS CXeMa BBEIEHUs TIIOKO3HO-CO-
JIEBBIX pacTBOpoOB. Yaille Bcero uyepeayioT JBa OCHOBHBIX COCTaBHBIX pac-
TBOpA.

PactBop Ne 1:

e TMI0K03a, 2,5—5—10 % — 200 M7 (B 3aBUCUMOCTH OT YPOBHS TJIIOKO3bI B
iasme);
o xyopun Kanus, 4—5% — 15—30 ma (B 3aBUCHMMOCTU OT ypoBHS K* B ChI-

BOpOTKE);

e rermapud, 5000 ME/mi, 0,1—0,2 wmu;

e UHCYIMH, 2—6—8 en (B 3aBUCUMOCTH OT Beca peOeHKA W YPOBHS TIIOKO-
3bl B IJ1a3Me).

PactBop No 2:

¢usnonornyeckuit pactsop — 200 mi;
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o 1mioko3a, 40% — 10—20—50 M (B 3aBUCMMOCTH OT YPOBHSI IVTIOKO3BI B
iasme);

e maHaHTUH, 5—10—15 M,

o xyopua Kanus, 4—5% — 10—30 ma (B 3aBUCHUMOCTU OT ypoBHS K¥ B ChbI-

BOPOTKE);

o cyabdar Maraus, 25% — 0,5—2 mu;
e renapud, 5000 ME/Mmn, 0,1—0,2 mi;
e UHCYJINH, 2—6—8 e (B 3aBUCMMOCTH OT Beca pebeHKa U YPOBHSI TJIIOKO-

351 B IJIa3Me).

IIpy OTCYTCTBMM TOTOBBIX PAacTBOPOB, B 3aBUCUMOCTU OT ob0bema 40%
pacTBOpa IJIIOKO3bl, 100aB/ISIEMOT0 B (PM3MOJOIMYECKUII pacTBOp, €€ KOH-
LIEHTpaLMs B OOILIEeM cocTaBe MOXKeT ObITh OT 2,5 mo 10% u 6onaee. Ilpen-
MOYTHUTENIbHEE MCIIOJIb30BaTh HEOOJbIINE pa3oBble 00beMbl MHMY3MOHHBIX
pacTBOPOB. DTO MO3BOJISIET OOJiee ONEepaTUBHO pearupoBaTh Ha M3MEHSIO-
LIYIOCS B IIpoIecce JeYeHMST KIMHUUECKYIO U JJa00paTOPHYIO CUTYaIIUIO.

PexomeHmyeTcst M13MEpSITh YPOBEHB TJIIOKO3HI B IJIa3Me He pexe uem 1 pa3
B Yac 10 YJIY4YIICHUs COCTOSIHMS (KakK IMpaBUJIO, 3TO MepBbie 6—8 U Jieye-
HUA), a 3ateM Kaxnabie 2—3 4. KonTtpons KIC kpoBn 1 ypoBHEH 371€KTpO-
JIUTOB MPOBOIUTCS Kaxable 3—6 4; OMOXUMUYECKUIA aHATU3 KPOBU — KaxX-
Jble 6 4 (a TIp¥ BOBHUKHOBEHUM TMITOKAJTUEMUM — Kaxible 2—3 4).

ITpn yrpoze OI'M nnm pazuBiieMcsds OI'M 1o Kn3HeHHBIM MTOKA3aHUSIM
HeoOXOoIMMO Ha3HauyeHUE TIIOKOKOPTUKOWIOB: IPEAIIOUYTUTEIbHEE IeKca-
meTasoH, 0,4—0,5 Mr/Kr/cyT, npeaHu3ojoH, 1—2 Mr/Kr/cyt B 4 Ipuema.
I'mnpokopT3zon MeHee 3pdekTrBeH Tpu OI'M, ¢ TIPOTUBOOTEUHOI 1IEITBIO
€ro HeoOXOAMMO Ha3HauyaTh B OOJIBIIMX 033X, KOTOPbIE MOTYT BBI3BATh 3a-
NEPKKY HaTpUSI U YCyTyOIeHUe TUITOKAIUEeMUU B CUTY BhIpa>k€HHOTO MUHE-
PaJIOKOPTUKOMIHOTO JEHCTBUS 3TOrO Iperapara. BBemeHre TopMOHOB Be-
JIeT K POCTY YPOBHSI TJIIOKO3HI B IIJIa3Me M TPeOyeT YBEJTUUECHUS 103 MHCYIIM -
Ha B 1,5—2 pa3a. Kpome Toro, Ha3HavaloTCsl pacTBOPLI MAHHUTOJIA, aJIbOY-
MUHa, MouyeroHHele (dypocemun). IIpu HEOOXOAMMOCTU TPUMEHSIOTCS
WHOTPOITHBIE CPEACTBA: MIMKO3UIbI, JonaMuH. O0s3aTeJIbHO Ha3HAYAIOTCS
AHTUOMOTUKM IIMPOKOIO CIEKTpa AEMCTBUS AJIsl IIpeaoTBpallleHus] MHPEK-
LIMOHHBIX ocoxXHeHnii. MH(py3noHHas Tepaus U B/B BBeIeHUE MHCYIMHA
MPOBOJSTCSI MIOCTOSIHHO /10 MOJHOM JMKBUAALMM allMa03a, YIyYIIEeHUs CO-
CTOSIHUSI M TIOSBJICHHMS BO3MOXHOCTU IIpHe€Ma XUAKOCTM M KOPMIICHUS
pebeHKa.

B nepBbie CyTKu Iocjie BbIBEAEHUS M3 KeToalya03a Ha3HAYaeTCsl MUThe
(MUHepanbHasg IIeJI09Has BoJa, pa3daBlIeHHBIC (DPYKTOBBIE COKM, Keup).
IIpu oTcyTcTBUM B TeueHUe 4—6 4 pBOTHI HAUMHAETCS Iajsilee MUTaHue
TOMOIreHU3UpoBaHHOM nuieli. C 3Toro BpeMeHU, Hapsiay ¢ IPOI0IKEHUEM
nHGY3UMOHHON Tepanuu U B/B BBEeIeHHWEM WHCYJIMHA, MOXHO HayaTh ITOM-
KOXXHOE BBeIeHME MHCYJMHA B 3aBUCMMOCTH OT Bo3pacTa peOeHKa U KOJIH-
4YecTBa ChEACHHOW MM ITUIIIHU.
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KOMMEHTapUn K MexxayHaponHOMy
KoHceHcycy no nedvenunto KA (2009 r.)

B nanHoOM pa3znesnie TeKCT coOCTBEeHHO peKoMeHaalnii KoHceHcyca BbiaeaeH
KypCHUBOM.

Lleaamu mepanuu JIKA seasromes: Koppexkyus decuopamayuu — 80CCMAaHo8-
nenue OLIK, yposus nampus u ob6sema éHeKAemo*HOl HcUOKocmu, 60CCMAHO8-
AeHUe GHYMPUKACMOYH020 Oeuuuma 600bl;, KOppeKyus Kemo3a U ayudosa,
yayuuieHue KAyO0ouK080u (uabmpayuu ¢ ygeauueHuem KAupenca 2aKo3bl U Ke-
MOHO08; HOPMAAU3AUUSL YPOBHS 2AHOK03bl NAA3MbL, NPOPUAAKIMUKA OCAONCHEHULL
mepanuu u 6opvda ¢ Humu — cuuxcerue pucka OI'M, evis6nenue u newenue ar-
ovix omseuarowux axkmopos. K 3TUM 1LeNIsIM Teparnuu, 3asBJI€HHbIM B MO-
CJIEMHUX MEXIYHapOIHbIX peKoMeHAalMsIX o JieueHuto JIKA y nereil, He-
00X0IUMO [O0aBUTh JIEYEHUE [PYTUX DJIEKTPOJUTHBIX HApYLIEHU, He
TOJIbKO CBSI3aHHBIX C TUTIOHaTpuemueii. KpoMe Toro, crmopHoii npeacTaBisi-
eTcs 3asiBJIeHHasl KakK 1IeJIb JIeUeHUs] HEOOXOIUMOCTDb «HOPMAAU3auUulU YPOGHs
2/110K03bl», OCOOCHHO y JeTel MJIa[IIero Bo3pacTa, M3-3a BO3MOXHOIO pa3-
BUTHUS TUTIOTJIMKEMUU U cuMntoMoB OI'M ¢ yyeToMm mpeaiiecTBOBABILIETO
TUITOTIMKEMUYECKOTO cTaTyca.

Hecpuyum enexnemounoii ncudxocmu npu JIKA obbiuno cocmaeasem npumep-
Ho 5—10%, a wok ¢ eemMoOUHaMU4eCKUMU HaAPYUWEeHUAMU 6CIpeYaemcst Kpaiine
pedko. Kiunuueckue oyenku cmenenu Oeeuopamauuu cyoseKmugHbl U Hemou-
Hot. Cuumaemcsi, umo npu ymeperHo evipaicenHom KA yposens decudopamavuu
cocmaensem 5—7%, a npu maxcearom 7—10%. Tepanus scudxocmamu u consi-
mu npu JIKA umeem zamecmumenvhuuiii xapakmep. Hecmomps na oepommble
yeuaus no evisieaeruro npuvur pazsumus OI'M npu JIKA u e2o neuernuio, e2o na-
moeene3 ocmaemcsi He 00 KOHUA NOHAMHbIM. B mom uucae nem ybedumenvhuix
O0aHHbIX 0 83U MedCcOY 88e0eHUeM HCUOKOCMU U INeKMPOAUMO8 NPU mepanuu
KA u pazeumuem OI'M. [lomepu xcudkocmu ¢ mMo4oil He 00ANCHbL PYMUHHO
dobasaamubcs K 00semy JHCUOKOCMU NPU 3aMeCmUmenbHol mepanuu, Ho ux y4em
MOdcem nompebo8amucsi 8 peOKUX CAyHasx, Hanpumep npu 3adepicKe Mo4u Uil
¢ghopcuposanrom duypese.

Ha ceroansuiHumii 1eHb Beayle 3KCIePThl MEXKIyHAPOIHBIX COOOIIECTB —
Oo61ecTBa MeanaTpoB-sHIOKpUHOMOroB uM. JI. Yunkunca (Lawson Willkins
Pediatric Endocrine Society, LWPES), Esponeiickoro oOliecTtBa mneauar-
poB-sHa0KpuHOoN0roB (European Society for Pediatric Endocrinology, ESPE)
n ISPAD mpu3Hanm, 4To He CYIIECTBYET ONPENeICHHOM CTpaTerMy Teparin
HKA, KOTOpy0 MOXHO ObLI0 Obl PEKOMEHAOBATh U KOTOpas Obuia ObI Jydlle
JIPYTUX TIOJKperuieHa TaHHBIMU JT0Ka3aTeIbHOM MEIULIMHBI, OMHAKO C(hOopMy-
JINPOBAIM W YTBEPIWIA OCHOBHBIE IPUHILIMIIEI JieueHust JIKA Ha ocHOBe Bce-
00BEMITIONIETO aHaM3a JIUTEPATyphbl Y KIMHUYECKOTO OTIbITA.
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OnHO3HAYHO HEOOXOAMMO BO3MEIleHNE XUAKOCTEN 1 BJCKTPOJIUTOB IMy-
T€M B/B BBEJEHMS I10CJIE€ OLIEHKU CTENEeHM UX NeULIUTa U HEOOXOIMMBbIX
nmapaMeTpoB BOCCTAHOBUTEIbHOI Tepamuu. CIOPHBIM SIBISIETCS BapHaHT
BBEACHMS KUIKOCTA BHYTPh, 00CYKIaeMbIil psIIOM aBTOPOB. BO3MOXHOCTB
BBEACHUSI XUIKOCTU BHYTPb 0€3 IPUMEHEHMS XKEJIyIOYHOro 30Haa IIpu
HKA nMeercst TNIIb y OTAEIBbHBIX OOJIBHBIX CTApIIEro Bo3pacTa ¢ He3HAUM -
TeJbHBIM aniao3oM. Ho maxke y HUMX 3To KpaliHe OIacHO M3-3a HapylICHUI
BcachbiBaHMSI Boabl U xapakTepHoit mjisa JIKA MHTOKCHMKAllMU KETOHOBBIMU
TeJaMH C PUCKOM Pa3BUTHS IIOBTOPHOI PBOTHI, YIIIyOJCHMS KETO3a U allk-
Jo3a, noBbllieHuss pucka OI'M. Jlaxe eciu paccMOTpPeTh BBEAESHUE XKUJIKO-
CTU C TTOMOIIIbIO 30Ha (XOTS LIEJIM 3TOr0 U MPEerMMYIIEeCTBAa OTHOCUTEJILHO
B/B MH(MY3MOHHOI TepalMy HESICHBI), 3TO OIACHO HEIpeacKa3yeMOCThIO
BCAChIBaHMSI U 3alePXKKOM XKUAKOCTH B Xelynke n apyrux otmenax 2KKT
M3-3a 3aMeIJieHUusT TepucTaabTuku, yactuuHoro napeda KKT mpu JIKA,
CBSI3aHHOIO C TMIOKATMEMUEH.

CornacHo nociaenHemy MexayHaponHomy KoHceHncycy no seuenuio JIKA
(2009 1.), npu maxceavix napyuenusx OL[K 6 omcymcemeue wioka yseauuenue
OIIK 0oaxcro HavuHamocs HeMeOAeHHO ¢ 88e0eHUsl (YU3UO0N0UMECK020 (U30MO-
HU4ecKoeo) pacmeopa 041 80CCMAHOBAEHUS Nepugheputeckozo Kpogoobpauie-
Hus. Y pedkux nayuenmos ¢ JIKA 6 cocmosHuu woka KanuaisapHolii 00sem 60c-
CMAHABAUBAEMCAL C UCNOAB30BAHUEM U30MOHUMECK020 PACMEOpPa Ul Pacmeopa
Puneepa c raxkmamom 6 eude 6oaocos 6 doze 20 ma/Kke, 8600UUXCA NPAKMU4e-
cKU cmpyiHo nod ouHamuueckum Habardenuem. Obsem U cKopocms 868edeHus
3asucam om cocmosnus OlIK u xaunuueckoeco cmamyca 60abH020. O0bi4HO
6600am no 10 ma/xe/u 6 meuenue 1—2 u, npu Heobxodumocmu esedenue no-
emopsiemcsi.

B aevenuu JIKA ucnoavsyromes Kpucmaniouonwle, a He KOANOUOHblE PACMBO-
pbl. ObocHosanHbIX OaHHbIX 0 Ooabluell bezonacHocmu U 3pdexmueHocmu Koa-
AOUOHBIX PACMBOPO8 NO CPAGHEHUN C KpucmainoudHoimu npu neveruu JIKA
nem. llocaedyrowas ungysuonnas mepanus (603meueHue Nomepb HCUOKOCMU U
2aeKmpoaumos) doadxcua npogodumucs 0,9% pacmeopom xaopuda Hampus uau
pacmeopom Puneepa ¢ auemamom 6 meuenue no kpainei mepe 4—06 u. Jlasee
nepexooam Ha ééedeHue pacmeopos, MOHUYHOCMb KOMOPbIX pasHa uau 60abule
monuunocmu 0,45% pacmeopa xaopuda nampus (2UNOMOHUYECKULI PACMEOD
xaopuda Hampus), ¢ dobaenrenuem xaopuoda, gochama uiu ayemama Kaaus.
Hnocoa mpebyemcsa yeeauuums codepiicanue HAmMpus 60 6800UMbBIX HCUOKO-
CMsX — ecau YPo8eHb Hampusl 8 CbleOPOMKe HU30K U e20 KOHUeHmpauus He yee-
AUMUBACMCSI NPONOPUUOHANLHO CHUNICEHUIO YPOBHS 2Nl0K03bl 6 naasme. llpume-
HeHue Ooavuux obsemos 0,9% coneoeo pacmeopa xa0puoa Hampus Modxicem
npueecmu K pazeumuio 2unepxaopemutecko2o MemabdonuecKoeo ayudosd.

Ilocae nepsonauanvroli peanumavuuu u eocnoanenus 10% Odecudpamayuu
cKopocmb 66e0eHus Jicudkocmell (8/6 u 6HYmMpv) 004ICHA YHUMbIBAMb Oecuopa-
mauur; HCUOKocms 8600UMC PABGHOMEPHO HA npomsiceHuu 48 u.
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B manHOM yTBepxKaeHMN MeXnyHapoIHOTo KOHCEHCYca He TOJKHO CTOJIb
KaTeropuyHO OrOBapMBaThCsl BpeMsl BBEICHUS XKUAKOCTHU, TaK KaK MPOI0JI-
KUTENbHOCTD JieueHusT JI KA B KaxkmoM MHIUBUIYAJIbHOM CTydae 3aBUCUT OT
TSDKECTU COCTOSIHUSI OOJIbHOTO M YHU(MUIIMPOBaHa OBITH HE MOXeT. Tak Kak
TSKECTh JeruapaTalli CJIOXHO OLIEHUTh U €€ YaCcTO HeA0OlLEHUBAIOT JIMOO
NepeoLeHMBAIOT, 11 UH(PY3UU MUCIIOJIb3YIOT O00BbEeMbl KMAKOCTHU, B 1,5—
2 pa3a IIpeBBIIAIONINE OOBIYHYIO CYTOYHYIO ITOTPEOHOCTh C YY4ETOM BO3pac-
Ta, Macchl Teja (MM IUIOIIAAN MOBEpXHOCTH Teaa). [1pyu BO3MOXHOCTHU 3H-
TEepaJbHOTO BBOAA XUAKOCTEH (YIy4IIEeHHE COCTOSHMS ITalleHTa) Oo0beM
KMIKOCTH, IPUHUMAaeMOIl BHYTPb, MOJKEH BBIYUTATHCSI U3 00BEMOB PEKO-
MEHIO0BaHHOI B/B MH(OY3UMU.

[Tockonpky mpuunHoit KA siBisiercss nedduLUT MHCYJIMHA, UL HOpMa-
JIN3aIM TTOKa3aTeieil TJII0KO3bl B KPOBU, CYIIPECCUH JINIIONM3a U KETOTeHE -
3a HeoOXoarMa MHCYJIMHOTEpaIusl.

Cmandapm meduyunckoit nomouiu npu KA ¢ nosuuuii dokazamenvHoi me-
OuyuHbL — 2MO «<Mavle 003bl» 8/8 8600UM020 UHCYAUHA (A). MeXIyHapOHbII
KOHCeHcyc 110 JieueHuo JIKA pekxoMeHayeT HauMHaTh MH(Y3UI0 UHCYIMHA
yepe3 1—2 4 mocie Havajia 3aMeCTUTEILHOM Tepalui KUIKOCTSIMU, TO €CTh
rmocjie TOro, Kak JOCTUTHYTO MepBOHAYaJbHOE BOCIOJHEHUE o0bemMa. DTO
MOJIOXKEHUE CIIOPHO U MPOTUBOPEUMUT OOJIBIION KIIMHUYECKON MPaKTUKE Jie-
yenus JIKA, cBumerenbcTBymIIeli 00 omacHocTu pasutus OI'M mpu
CTpeMJICHUM K nepBoHavyaibHOMY BocnoaHeHuto OLIK 3a 1—2 4 ¢ MoMeHTa
JIedeHusI, OCOOEHHO y NeTeil MJadilero Bo3pacta. BBeneHue MHCylIMHa B
MaJIbIX J03aX C MOMEHTA HauaJjia JIeueHUsI 00eCIIeunBaeT IJIaBHOe CHIKEHIE
YPOBHS IJIIOKO3BI B TIJIa3Me IIpU U3HAYaIbHOM BBEIEHUU TITIOKO30-COJIEBBIX
PacTBOPOB HECMOTPsI HA TUIEPIJIUKEMUIO, YTO CHUKAET PUCK OCJIOXHEHUIA
tepanuu. Obuenpunsmole 003bl uHcyauna cocmaeasiom 0,1 ed/ke/v 6/6 0o
paspeuwtenus KA (pH evime 7,3, yposenv bukapbonama bOonee 15 mmonv/n
u/uau Kynuposanue degpuyuma ocHoganuii (BE)), umo mpebyem bonvuie epeme-
HU, YeM HOPMAAU3auus YposHs 2AH0KO03bl.

BBenenue MHCYJIMHA MOXKET ITPOBOIUTHCSI pa3HbIMM criocobamu. Corjac-
HO TIOCJIEAHUM MEXIyHAapOIHBIM pekoMeHmauusMm, 50 em mpoctoro (pac-
TBOPMMOI'O) MHCYJIMHA PacTBOPSIIOT B 50 MJI M30TOHMYECKOTO pPacTBOpa,
BBeleHUE 1 MJI KOTOpOro OYyleT COOTBETCTBOBATh BBEACHUIO 1 €1 MHCYIMHA.
MHCynuH BBOAWTCS KalleJIbHO MJIM C ITOMOIIBIO 103aTopa, TaK KakK OO0IIoc-
HOE BBEJCHME He PEKOMEHI0BAaHO M3-3a MoBhIlIeHUs prucka OI'M, ocobeH-
HO B Hayajle Tepamnuu. B cayuae vipanceHHOI 4y8CMEeUmMenbHOCMU K UHCYAU-
nomepanuu npu /KA (demu do 7 nem, naruuue I'THC u nexomopwvie demu
cmapueeo eo3pacma c boavuoi daumensvrnocmoio C/A 1) doza uncyauna moscem
cHuxcamocst do 0,05 ed/Kke/4 uau meHee 8 3a8UCUMOCINU OM YPOBHS 2NH0KO03bL 8
naasme u cmeneHu mMemabdoauecKko20 ayudosd.

Ilocae nepsonauanvroeo éocnoanenus OLIK yposens enioko3vl 6 niazme pe3ko
cHuxcaemces. Ilocae Hauanra uncyaunomepanuu cKOpoOCMod CHUMNICEHUS] KOHUEHM -
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pavuu 2n0K03sl 8 nAa3me 00bI4HO YMeHbulaemes 00 2—5 MMoAb/1/4, 8 3a8UCU-
MOCMU OM OAUMENbHOCMU 88e0eHUs U KOAUYecmea HasHa4aemoll entokossl. Ho
CHIDKEHHME YPOBHS INIIOKO3BI B IIJIa3Me€ B XOne JieueHUsT Oojiee yeM Ha 1—
2 mmouib/n/494 moxet npuBectu K OI'M (C). Ilo-BuauMomMy, aBTOpbI PEKO-
MEeHAALMI TakKXKe TMTOHMMAJIM CIIOPHOCTh JaHHOTO MOCTYyJaTa, M03TOMY yxKe
B ClIeoyroleM ad3alie peKOMEHIALMI TOBOPUTCS O TOM, UTO 045 hpedomepa-
WeHUsl 4pe3mMepHO ObiCmPO20 CHUMICEHUS KOHUEHMpAuuu 2A0K03bl 8 naasme u
PazsumMus eunoauKemuu Heooxooumo 0obasume K UHQDY3UOHHOL mepanuu -
K03y, cmeuwas 5% pacmeop eatokosvl ¢ 0,45% pacmeopom xaopuda mampus,
K020a ypoeeHb 2AK03bl 6 NAA3ME CHU3UMCS npumepHo 0o 14—17 mmonv/n
(250—300 me%), uau Obicmpee, ecau CKOPOCMb CHUNCEHUS VDOBHS 2AHKO3bl
04eHb 8bICOKA. ABTOPHI peKOMEHIALIMI JOIMyCKAIOT UcIoab3oBaHue 10% unu
naxe 12,5% pacTBOPOB TJTIOKO3bI C TIPOJIOKEHUEM BBEICHUST MHCYJIMHA TSI
KOPpEeKLIMU MeTab0IMYECKOro alua03a, BIUIOTh 10 PAaCCMOTPEHUsI BOIIpoca
O JOMIOJHUTEIFHOM BBEICHUM IJIIOKO3BI IO TOTO, KaK YPOBEHb IIIOKO3HI B
miasMe CHU3UTCS 10 17 MMOJb/A, €CId CKOPOCTb CHUKEHUSI COCTaBSIET
oosiee 5 MMoub/J1/4. Ho 3T Mepbl IIpu OBICTPOM Pa3BUTUM TUIOTIUKEMUMN
B xoxne jgedeHus KA MoryT okazaThesl 3aI1030aIbIMK; 10 HallleMy MHEHUIO,
aJIeKBaTHBIM CITOCOOOM M30eKaTh ATOTO SIBJISIETCSI BBEICHUE TIII0KO30-COoJIe-
BBIX PACTBOPOB C CaMOI'0 Hayaja jJedyeHusl, Ha (hOHEe UHCYJIMHOTepaIuy, He-
cMOTps1 Ha runeprivkemuto. Eciu ouoxumuueckue nokaszareau KA (pH,
AHUOHHBIM MPOMEXYTOK) HE YIydIlaloTCsl, PEeKOMEHAYETCSI TIOBTOPHO Olie-
HUTb COCTOSIHME OOJIbHOTO, CKOPPEKTUPOBATh MHCYJIMHOTEPAIIMIO, BBISIC-
HUTh, HET JM APYIMX IIPUIMH HApYIICHHONW peakUWyu Ha WHCYJINH
(uHdexums, mpobieMbl ¢ MpernapaTaMyu MHCYJIUHA).

Ecau daumenvroe 8/6 66edenue UHCYAUHA HEBO3MOMNCHO, N/K UAU 8/M 66ede-
HUe aHaN0208 UHCYAUHA KOPOMKO20 UAU YAbMPAKOPOMKO20 OeliCMBUsL KaxcOblil
uac uau Kaxcovle 2 4 6e30naAcHoO U Modxcem Oblmb Mmak Jce 3ppghexkmusHo, Kax u
8/6 66edeHUe 00bIYHO20 UHCYAUHA,; OOHAKO 3MO0 NPOMUBONOKA3AHO NPU HApYUie-
Husx nepughepuueckoeo Kposoobpauwenus. llpu n/k eeedenuu nepeoHa4aNbHAA
doza cocmasasem 0,3 ed/ke, danee 0,1 ed/xe kaxcowiii yac uau 0,15—0,2 ed/xe
Kaxcovle 2 u. Ilpu cHudicenuu ypoeHs 2noko3vl meHee yem 0o 14 mmons/a c co-
XpaHeHuem memaboauueckoo auyudo3a pekomendyemes ungysus 5% pacmeopa
2/F0K03bL C NPOO0ANCEHUEM UHCYAUHOMEPANUU U NONbIMKOL N000ePICAHUS KOH-
ueHmpayuu 2nKo3sl Ha yposue 11 mmonv/n 0o paspewenus /KA.

OTHOCUTELHO JAHHOTO MOJOXEHUSI MEeXAYHApOIHBIX PEKOMEHAaIMii He
COBCEM IOHSITHO, ITOYeMYy TP BO3MOXHOCTU B/B MHQPY3UU XKUIKOCTU HE-
BO3MOXHa B/B MHCyIMHOTepanus? Takke He OIMcaHa OIIACHOCTb OTCPO-
YEHHOTO Pa3BUTHUS TUIIOIIMKEMUN C YYETOM 3aMEIJIEHHOTO OEHMCTBUS T1/K
WIM B/M BBOAMMOTIO MHCYIUHA Tpu JieueHUH JIKA ¢ BOBMOXHBIM pa3BUTH-
eM 3¢ deKkTa HaKOMIEHU MpernapaTa Ha hoHe KynmupoBaHMs aumumo3a. Lle-
JIEBOil ypoBeHb IMIOKO3bI 11 MMOJb/1 Tipu jedeHnu JIKA ciavimkoMm HU-
30K — 3TO HEJOTMYHasl BeJIMYMHA, Belb CaMU e aBTOPhl peKOMEHmAlMit
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TpeOyoT BBeaeHUsT 5—12,5% pacTBOPOB IJIIOKO3bl IPU YPOBHE IIIOKO3LI
ia3Mbl HIKe 14—17 MMmomb/a1 n3-3a pucka rurnorinukeMun 1 OI'M mipu ne-
yenuu JIKA.

Y demeii ¢ JIKA ommeuaemcsa msoiceavtii dedhuyum Kaius 6 opeanuzme, 00
3—6 mmonv/n, npuuem Hauboavuiue nomepu NPUXOOIMCSI HA GHYMPUKACOY-
Hbtil Kaauil. IlogvluenHas ocmMoasapHOCMb NAA3MbL, GMOPUYHDLI 2AUKO2EHOAU3 U
npomeoaus, peoma u ocCMomu4ecKuil ouype3 npueoosam K nepexody HcuoKocmu
U Kaaus u3 Kaemku 8 unmepcmuuuanvuyio scudxocmo. Cuuncernue OLIK npuso-
oum K 6MOpuU4HOMY 2uneparbO0CMepoHUsMy, a 3HAYUmM, YCUACHUI) SKCKpeuul
Kaaus ¢ mouoi. Ho, necmomps na eenepanru3zoearntvie HapyuieHus 00MeHa Kaius
8 OpeaHusme, YpoeeHs Kaaus 6 CbleoOpomKe modcem Oblmb HOPMALbHBIM, HOBbL-
WeHHbIM UaU NOHUMNCeHHbIM. Tunepkanuemuss moycem Oblmb 8bl36AHA PA3GUMU-
eM No4eyHOol HedoCMamo4yHOCMU HA (oHe uneperuKemMul co CHUNCEHUEM IKC-
Kpeyuu Kaaus uau eemoausom. Hazmauenue uncysuna u koppekuyus auudosa
npu nevenuu JKA npusodsm k momy, umo Kaiuil nocmynaem o00pPamuo 80
BHYMPUK.NEIMOYHOe NPOCMPAHCIEO0, YMO CNOCOOCMEyem eUnoOKaAUeMul 8 Cbleo-
POMKe ¢ PUCKOM PA38Umusi apummuil. 3amecmumenvrHas mepanus Kaiuem npu
nevenuu JIKA nposodumces éne 3asucumocmu om e2o UcCX00H020 YPOBHSL 8 CblBO-
pomke. Ilpu aeuenuu JKA nHeobxo0umo nocmosiHHo caedums 3a ypoeHem Kaausl
6 cvigopomke. I1pu MOKyMEHTUPOBAHHOM TUIMOKAJIMEMUU 3aMECTUTEIbHYIO
TepaIuio IpernapaTaMy Kajusl, COINIACHO MEXIyHapOOHBIM PEKOMEHIAIIM-
SIM, HauMHAIOT OJHOBPEMEHHO C IEPBUYHON Tepamueil 110 yBEIMUCHUIO
OLK u po Havajla MHCYIMHOTepanuu. Eciu eunoxkasuemuss coxpausemcs He-
CMOMPST HA MAKCUMAABHYIO CKOPOCMb 68e0eHUs NPenapamos Kaaus, MOICHO
YMEHbUUMb CKOPOCMb 86¢0eHUs. UHCYAUHA. DTO TIOJOXEHUEe peKOMEeHIalui
TpeOyeT AOMOJTHUTEILHOIO O0CYXIEeHHSI, TTIOCKOIbKY 3aMeIleHUe Kalusl JIM-
IIEHO CMEBIca 0e3 JIMKBUIAIUM IJIaBHOW IPUYMHBI Pa3BUTHSI THMIIOKAJIHEC-
MUH — TUNEPIIUKEMUN U alliI0o3a B YCIOBUSX Aedunuta nHcyanHa. Ecion
y HNallMeHTa B HavaJjie JIeUeHUs BbISIBJeHA TUIIepKaIueMusl, 3aMeCTUTEIbHYIO
TEepaluio IIpernaparaMyd Kalus OTKJIAObIBalOT OO0 JOKYMEHTHPOBAHHOIO
HayaJia BbIIEJICHUSI MOYM M KOHTPOJIBHOIO OIIpeAesIeHUsI YPOBHSI Kajusl B
ceIBopoTKe. Takke mis mamyeHTa nmoje3deH MoHuTOopruHT DKI': mpu rumoka-
JIMeMuM HabonaroTcsd yruiomeHue 3youa T, paciumpenue nHtepBana QT,
nosisjieHue U-BOJIH; MpU TUIIepKAIMEMUU — BBICOKUE, B BUAE ITMKOB, CUM-
MeTpuuHble 3younl T, ykopouenue nHTepnBana QT.

3amecmumenvHas mepanus Kaiuem HauuHaemces ¢ KOHUeHmpauuu Kaius 8 ux-
dyzomame, paenoii 40 mmonv/n, danree ee KOppeKmMupyrom 6 3a8UCUMOCMU OM
VPOBHSL KAAUSL 8 CblBOPOMKe: ecall 88edeHle Kaals HAYUHAemcs ¢ NePeUUHbIM 80C-
noaHeHuem obsema, pekomendyemcs KonueHmpauus 20 mmons/n. MakcumanbHo
PEKOMEHO08AHHAsL CKOPOCMb 8/6 Mepanuu npenapamamu Kanus cOCmasasem
00b14H0 0,5 Mmonv/ke/1. OOHOBPEMEHHO ¢ XA0PUOOM UAU AUEMamoM Kaaus MOXIC-
HO ucnonvszoeams ocham kaaus; Hanpumep, 20 MMOAb/1 Xaopuda Kaius u
20 mmons/n poccpama kanus uau 20 mmons/n pocgpama kanus u 20 mmonsv/n aue-
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mama Kaaus. B JaHHOM TpeOOBaHUM MEXIYHAPOIHBIX PEKOMEHAALUil He
OUYEHb ITOHSTHO, ITOYEeMY YKa3blBaeTCsl TOUYHAsl HayajbHas KOHLIEHTpalUs B
nH(}y30MaTe 1 peKOMeHIyeMast CKOPOCTb BBEIECHHsI, 0COOCHHO C YUETOM TOTO,
YTO JI0 BTOrO ObIIO MOKa3aHO — YPOBEHb Kaiusl B CHIBOPOTKE KaK B Hayaje
sneueHus JIKA, Tak 1 B XoJie JJe4eHUs MOXKET OBITh JIFoObIM. HemmoHsITHO Tak-
’Ke, 3a4eM CMEIIMBATh PACTBOPHI pa3IMUHBIX coleil Kanus. Ecimm 310 HyxXHO
JUTSL 3aMeCTUTeNTbHON Tepanuu docdaTtamu nipu jedeHuu KA, To Takoe cme-
IIMBaHKWE YBEJWYMBAET PUCK Pa3BUTHS TUITOKAIbIIEMUHU.

3amecmumenvHas mepanus npenapamamu Kasus npu aeveruu JJKA doaxcra
npoeodumscs 6 meueHue 6ce2o0 nepuoda UHGY3UOHHOU mepanuu.

HapyimeHnune BHYTpUKIETOUYHOTO YPOBHS (pocaToB otMevaeTcs npu JIKA
BCiIencTBre notepu ¢ocdaroB M3-3a OCMOTHYCCKOTO IMype3a, a Takke Ha
(boHe wWHCyIMHOTEpanmuu, KOTopas CIIOCOOCTBYeT Iiepexony (ocdaTon
BHYTpPb KJeTku. HecMoTpst Ha mo umo, no aumepamypHoim danHbiM, Memabo-
AUMeCKUe HAPYUIeHUs, CBA3AHHble ¢ 00MEeHOM ochamos, 6cmpeuaromcs 4acmo,
KAuHuYecku sHauumas eunogocpamemus npu KA 6 aumepamype npaxmuue-
cku He onucana. CaMy aBTOPbI MEXIYHAapOIHBIX PEKOMEHAIUil OTMeYaloT,
YTO MPOCIEKTUBHBIC MCCICAOBAHUS HE MOKa3aIM KIMHUYECKUX IIPEUMY-
IIECTB 3aMECTUTEJIbHOI Tepanuu docdatamMu U runodochareMusi MOXET
HACTYIIUTb, TOJILKO eciau MHPy3noHHas Tepanus npu KA mimutcs Gonee
24 4 6e3 aHTepanbHOrO NUuTaHus. Cyuecmeyem MHeHUe, YO PACCMAMPUBAMb
80NPOC 0 3aMeCmUMenbHOl mepanuu Goceamamu MOICHO & CAyYae BbipaAd’CeH-
HO020 CHUXICEeHUs YPOo8HS (ocghopa 6 CcbleopomKe 8 coMemaHuu ¢ Heo0BACHUMOLL
caabocmoio. JlaHHOE YTBEPXKIEHUE CIIOPHO M MaJIO BBIMIOJHUMO, TTIOCKOJIbKY
B OOJIBILIMHCTBE CTPpaH MUpa YpoBeHb (pocdaToB B CHIBOPOTKE MPU JI€UYEHUU
KA He sgBiisieTcs TmoKa3aTejleM, 3a KOTOPbIM BeIeTCsl MOCTOSSHHOE HaO0JI0-
JIEHWE; KPOMEe TOTO, TMOHSITHE «HEeoObsICHUMOM cinaboctu» mpu JIKA pas-
JIMYHOI CTEMEeHM TSDKECTH TPYOHO OIpeNeavuTh KIWMHUYeCKU. BBemeHue
docdaros npu neuennu KA MoxeT BbhI3BaTh TUIIOKAIBIIIEMUIO C OITACHO-
CTh1O pa3BuTus cygopor 1 OI'M. Jlaxke OTHOCUTENbHO 0€30MacHOe UCITOJb-
30BaHue (pocaTa Kajus B KayecTBe ajJbTePHATUBBI WU €ro COYETaHUs C
XJIOPUIOM WJIM alleTaTOM KaJIMs IIPY 3aMECTUTEIbHON Teparuy KalueM Tpe-
OyeT JOTIOJIHUTEILHOTO HAOMIOIeHs 32 YPOBHEM KaJIblMs B CBIBOPOTKE IS
NpenynpexneHrsl pa3BUTUSI TUIIOKATbIIUEMUM.

Tsocenniil ayudo3 — cocmosiHue, Komopoe 00pamumo npu 3aMecmumenbHoll
mepanuu JCUOKOCMAMU U UHCYAUHOM,; UHCYAUHOMepanus nodasasem oopazosa-
HUe KemoKUcA0m U cnocobcmeayem ux memaooausmy ¢ oopazoearuem ouxkapoo-
Hama. Jleyenue eunogosemuu yayuuiaem nep@y3uro mKaHeil u noYeUHyo QyHK-
Yyuro, yeeauuusas maxKum oopazom 3KCKpeyuro opeanueckux Kuciom. Pe3ynb-
mamol KOHMPOAUPYEMbIX UCCAe008AHUI NOKA3AAU, MO HA3HAYeHUe Oukapoo-
Hama Hampus He C8A3AHO ¢ KAUHUYECKUMU NPeuMyu,ecmeami, Ho nogvluidem
8ePOAMHOCMb PA38UMUS NAPAOOKCAAbHOR0 AyU003a U eUNOKAAUeMUU C eunep-
0CMOAAPHOCMBIO U eunepuampuemueil, npugodauweil k OI'M. ABTOpBI MeXIyHa-
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POIHBIX peKoMeHmanuii mo nedeHuio JJKA Bce XXe HallId BO3MOXHBIM B
HEKOTOPBIX CIy4asiXx peKOMEHIOBATh OCTOPOXKHOE Ha3HaAYeHNe OuKapOoHaTa
HaTpus (LIEJIOYHBIX pACTBOPOB) B 03¢ 1—2 MMOJIb/KT B TeueHue 60 MUH: y
MaLMEeHTOB C TsDKEJIOoM auaeMueit (ypoBeHb aptepuaibHoro pH Huxke 6,9),
CO CHIMXXKEHHOM COKpPaTMMOCTBIO MUOKap/a U ¢ repudepruecKoii Ba3oauia-
TalMel, 9YTO MOXET YCYT'yOUTh TKaHEBYIO Mep@y3ulo, a TakKe y MallieHTOB
C yrpoxarwlleil XX1U3HU TUIepKajaneMmueii. B To ke BpeMs CTporo oroBapu-
BaeTcs, YTO B OTCYTCTBUE BBHIPAXKEHHOIO alli103a Ha3HaueHue OukapboHara
HEe PeKOMEHIOBAHO, TaK KaK 3TO MOXET HEeraTUBHO ITOBJIUITH Ha 3((HEKTHI
aJpeHajliHa/HopaapeHAIMHA TP peaHUMallNH.

Ocnoocnenuss mepanuu JKA seasiomes credcmeauem Headekeamuoil pecuopa-
mauuu ¢ paseumuem 2UNO0AUKeMUU, SUNOKAAUeMUU, 2UNePXA0PeMUUeCcK020
ayudosza u OI'M.

IIpu evipasicentom yayuueHuy coCMOAHUS HCUOKOCTNU HAZHAYATOMCS 6HYMPb,
daoice ecau npucymemeyem Ae2kuii kemo3s uau auyudos. Ilpu xopoweii nepenocu-
MOCMU 3HMEPANbHO20 668edeHUs dcudKocmell 0bseM UH@Y3UOHHOI mepanuu
cHudcaemest. Tlpu 6o3modcHocmu 3HMeEPanbHO20 HCUOK020 NUMAHUS 0151 NPOPU-
AAKMUKU NOGMOPHOL 2UNepeauKemMull peKoMeHO008aHO HA3HAUeHUe UHCYAUHA
n/k 3a 15—30 mun 0o edvt (043 UHCYAUHA YABMPAKOPOMKO020 0elCmEUs) Uil 3a
1—2 4 0o edbt (015 UHCYAUHA KOPOMEKO2O Oelicmeus) 045 moeo, 4mobbl UHCYAUH
ycnea nOCMYNUMb 6 CUCMEMHbLI KPOBOMOK 00 npeKpauwjenus ungysuu. Imo
0053amenbHo 00ANCHO NPOBOOUMBC HA (POHe UHPY3UOHHOU Mmepanuu ¢ Koppek-
yueil 003vl 8/6 8600UMO20 UHCYAUHA U UHDYZUOHHOU mepanuu.

s uHcyaunog cpeoweil npoooadcumenbHocmu U OAUMEeNbHO20 O0elicheus.
2mom nepuoo epemeru 004x4ceH 0bimb 00AbULEe C NOCMENEeHHbIM CHUMCEHUEeM 00-
3bl 8/8 6600UM0O20 UHCYAUHA. [l15 nayueHmos Ha 60AIOCHO-OA3UCHOM pedcume
UHCYAUHOmMepanuy 6a3ucHas 003a UHCYAUHA MOdcem Obimb HA3HAYEHA GeHepoM,
U 8/6 UHEY3Us UHCYAUHA NpeKpaulena Ha caedyioujee ympo. Jlo3vl u mun 6800u-
MO020 N/K UHCYAUHA BbIOUPAIOMCS 8 COOMEEMCMEUU ¢ MECMHOU KAUHUYECKOU
npaxmuxoi. I[locae nepexoda Ha n/K UHCYAUHOMEPANUIO HEOOX0OUMO H4ACMO U3-
Mepsamb ypogeHv 2Ai0K03bl 8 naasme 0451 NPoQUAAKMUKYU PA3GUMUS 3HAYUMOU
euneperuKemMuu U eunoAuKemul.
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NO AVBrHOCTMKE

VI ABYEeHUIO
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CaxapHoOro AnabeTa

vV AeTel 1 NOAPOCTKOB



CnMCOK CoKpaLLeHu

AIT — AHTUANYPETUYECKUIA TOPMOH

ATAT  — amanmHaMUHOTpaHCdepasza

AcAT — acrnapraraMuMHoTpaHcdepasa

I'TTH — YPOBEHb TJIIOKO3bI B IJIa3Me HaToIaK

JIIIBIT — nunonpoTteunabl BbICOKOW MIOTHOCTHU

JIITHIT — nunonpoTteuabl HU3KOH IUIOTHOCTH

MPT — MAarHUTHO-pe30HaHCHas ToMorpadus

HTH — HapylIeHHas TJIMKEMUS HaTOIaK

HTT — HapyLICHUE TOJEPAHTHOCTU K TJIOKO3€

OI'TT  — opanbHBIN TECT Ha TOJIECPAHTHOCThH K TITIOKO3¢
OPBM — ocrtpas pecriupaTopHasi BUpycHast MH(MEKLIMs

PKH — PaHIOMU3MPOBAHHbIE KIMHUYECKUE UCCIEA0BAHNUS
Cl — caxapHbIll 1uabdeT

Y31 — YJILTPa3ByKOBOE UCCJIETOBAHUE

HHC — LIEHTpaJibHAsl HEpBHAsI cUCTeMa

HLA — AQHTUIEHbI TJIABHOTO KOMILIEKCAa TMCTOCOBMECTUMOCTU YeJIOBE-

ka (human leukocyte antigens)
MODY — rHomeckuii nuabder B3pocioro tuna (maturity-onset diabetes
of the young)
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MeTononoruga

MeTtopl, HCNOJIb30BAHHBIE IS cOOpa/CesleKMU T0KA3aTeNbCTB:
e TIOMCK B DJIEKTPOHHBIX 0a3ax ITaHHBIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeToabl, UCNO/Ib30BAHHDIE ISl OIIEHKH KAYeCTBA M CUJIbI 0KA3aTelbCTB:
e KOHCEHCYC 9KCIEPTOB;
e OIlIEHKA 3HAYMMOCTHU B COOTBETCTBUMU C PEUTUHTOBOU cxeMoii (Tadi. 1, 2).

Ta6nuua 1. PeiiTuHroBas cxema st OLEHKI CUibl PEKOMeHaLnit

VYpoBHu 10Ka- Ommcanne
3aTeJIbCTB
1++ MeTtaaHain3bl BBICOKOTO KayeCcTBa, CUCTEMATUYCCKUEC 0630pb1 paHaIOMMU-

3UPOBaHHBIX KOHTposupyeMbix ucciaenoanuii (PKM) wim PKHM ¢ oueHn
HU3KHMM PUCKOM CHCTEMaTHYECKUX OIINOOK

1+ KauecTBeHHO MpoBeIeHHbIE MeTaaHaIU3bl, CUCTEeMaTUYeCKue 0030PbI
PKW v PKU ¢ HU3KUM PUCKOM CHCTeMaTUYECKUX OLIMOOK

1— Metaananussl, cuctematudeckue 063opbl PKU munu PKU ¢ BeicokuM pu-
CKOM CUCTEMaTHUYECKHUX OLIMOOK

2++ BbicoKOKauecTBeHHbIE CHUCTeMaTUYeCKue 0030pbl UCCIIENOBAHUM «CITy-
4ail—KOHTPOJIb» WJIM KOTOPTHBIX MCCIeA0BaHUii. BpIcOKOKaYeCTBEHHbIC
0030pbl UCCIAEIOBAHUI «CITy4aii—KOHTPOJIb» JIMOO KOTOPTHBIX MCCIIeNoBa-
HUI C OYeHb HU3KUM PUCKOM 3(PDEKTOB CMEIIMBAaHUS WJIM CUCTeMaThde-
CKMX OIIMOOK M CO CpeHEN BEPOSITHOCTBIO MPUYMHHO-CIIENCTBEHHOM
CBA3U

2+ Xopollo MpoBeAeHHbIE UCCIETOBAHUS «CTy4ail—KOHTPOJIb» WJIN KOTOpT-
HbI€ UCCIIEAOBAHUS CO CPETHUM PUCKOM 3(D(HEKTOB CMEIIMBAHUS WINA CU-
CTEMAaTUYECKUX OLIMOOK U CPeHEN BEPOSITHOCTBIO MPUUMHHO-CIIENCTBEH-
HOW CBA3K

2— UccnenoBaHusi «ciydyail—KOHTPOJIb» WM KOTOPTHBIC MCCIIEIOBAHUS C BbI-
COKHUM PUCKOM 3((PeKTOB CMEIIMBAHUS WIM CUCTEeMAaTUYECKUX OLIMOOK U
CO Cpe/iHEel BEpOSITHOCTBIO MPUYMHHO-CIICICTBEHHOW CBSI3U

3 Heananutnueckue ucciaenoBaHus (HarpuMep: onucaHue ciydaeB, Cepuii
cliyJyaeB)
4 MHeHUe 3KCTepToB

MeToapl, UCHOJIb30BAHHDBIE /IJI AHAJIM3A 10KA3aTe/IbCTB:
e 0030pHI ITyOJIUKYeMBIX MEeTaaHaJ30B;
e crcTeMaThyeckre 0030pbl ¢ TabauIlaMy J0Ka3aTeJIbCTB.
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OnucaHne MeTOA0B, UCNOJIb30BAHHBIX IS AHAJIM3A J0KA3aTeIbCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTuHroBas cxema Ans OLEHKN Ka4yecTBa peKoMeHaaLnii

Cuna  Onmcanue

A ITo MeHbIIIeil Mepe OIMH MeTaaHaIu3, cucreMarndeckuit o63op wim PKU, oneneH-
Hble KaK |4+, HaNpsIMyl0 MIPUMEHUMBbIE K LIEJIE€BOI MOMYISILUU U JEeMOHCTPUPYIOLLNE
YCTOMYMBOCTDb PE3Yy/IbTATOB

Jlubo Tpymnma J10Ka3aTeIbCTB, BKIIIOUAIOIIas pe3yibTaThl UCCACIOBAHUIA, OLlEHEHHbIE
Kak 1+, HApsIMy10 MPUMEHUMBIE K 11eJIeBOM MOMY/ISIUNA U IEMOHCTPUPYIOIIKe 00-
LIYIO YCTOMYUBOCTb Pe3y/IbTaTOB

B ['pyrina qoka3aTeabCTB, BKIIOYAIOINAST PE3YJIbTaThl MCCIIEIOBAHMI, OLIEHEHHBIE KaK
2++, HATIPSMYIO TIPUMEHUMBIE K LIEJIEBOU TIOMYISLUNA W JEMOHCTPUPYIOIINE OOIIYIO
YCTOMYMBOCTD PE3YJIBTATOB

Jlubo noxaszaTebCTBa, IKCTPAIIOJIMPOBAHHBIC U3 UCCIIEI0BaHUIA, OLIECHEHHBIX KaK [++
wm 1+

C I'pynna mokaszaTenbCTB, BKIIOYAIOLIAS Pe3y/IbTaThl MCCACIOBAHMMI, OLIEHEHHbIE KaK
2+, HANPSIMYIO MPUMEHUMBbIE K 1I€JIeBOM TOMYJISILMKA U IEMOHCTPUPYIOLIME OOILILYIO
YCTOWYMBOCTb Pe3yJIbTaTOB

Jlubo J0Ka3aTeJbCTBa, 3KCTPAIIOJINPOBAaHHBLIC U3 MCCHC&OB&HMﬁ, OLICHEHHBIX KaK 2++

E JlokazaTenbcTBa YpoBHS 3 WM 4

JIu6o noxasarejibCTBa, KCTPATIOJMPOBAHHbBIE M3 UCCIIENOBAHWIA, OLEHEHHBIX KaK 2+

Nunukaropsl Hamiexameii npaktuku (Good Practice Points — GPPs)
Pexomennyemasi Hamjexallasi mpakTuka Oa3upyeTcsl Ha KIMHUYECKOM
OIBITE YJIEHOB paboyeil IrpymIibl 1Mo pa3paboTKe peKOMEHAALUA.
DKOHOMHYECKHIA aHAIN3
AHa/u3 CTOMMOCTU HE IPOBOAMJICS, W IMyOJMKALMU MO (papMaKO3KOHO-
MUKEe He aHaJIM3MPOBaJICh.
MeToapl BAIMIU3aIUU PEKOMEHIATIUI:
e BHEIIHSIS SKCIEPTHAsT OLIEHKA;
e BHYTPEHHSISI 9KCIIEpTHAsI OLICHKA.
Onncanue MeTOIOB BAIMIN3ANNN PEKOMEHIAIMIA
Hacrosiue pekoMeHIalluu B MPeaBapUTEIbHON BEPCUM ObLINU pELICH3M-
POBaHBI HE3aBUCUMBIMH 3KCIIEPTAMM, KOTOPBIX MOIPOCUIN ITIPOKOMMEHTH -
poBaTh MPEXJIE BCEro TO, HACKOJIbKO MHTEPITPETAIINS TOKA3aTEIbCTB, JeXa-
IIMX B OCHOBE PEKOMEHIAIIMA, JOCTYITHA /s TIOHUMAaHMSI.
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[TomydeHBI KOMMEHTAPUM CO CTOPOHBI Bpauell ITIepBUYHOrO 3BeHA U yda-
CTKOBBIX MEIUaTPOB B OTHOIIEHUU TOXOAYMBOCTU M3JIOXKEHUSI PEKOMEH/Ia-
L1 U OIIEHKM BaXXHOCTH PEKOMEHIAIIMI KaK pabouyero MHCTPyMEHTa I0-
BCETHEBHOM MPAKTUKMU.

KoncyabTanum U 3KCnepTHas OleHKa

[NocnenHue M3MeHEHMST B HACTOSIIIMX PEKOMEHIAIINUSIX ObUIM B IIpeaBapy-
TeJIbHOI BEPCUM IIPeACTaBICHBI WIS JUcKyccun Ha KoHrpecce sHIOKPUHO-
JoroB 20—22 masg 2013 r. (MockBa), Ha KOH(pepeHLUIX JETCKUX SHI0KPH-
HostoroB 22—23 mioHs 2013 r. (ApxaHrenabck) u 5—6 centsiops 2013 r. (Co-
un). [IpegBapuTtenbHast Bepcusl BhICTaBJICHA IJIsI IIMPOKOTO OOCYKICHMST Ha
caiite ®I'BY DHII, njisg Toro 4yToObI JIMlIa, HE YJACTBYIOIIME B KOHTpecce 1
KOH(MEpeHLUsIX, UMEIN BO3MOXHOCTb IPUHSITHh y4acTHE B OOCYXIEHUU U
COBEPIICHCTBOBAHUN PEKOMEHIALINIA.

ITpoexT pekoMeHaaluii OyneT pelieH3UPOBaH TakKe HE3aBUCUMBIMU DKC-
nepTamMu, KOTOPBIX TMOIMPOCHIM ITPOKOMMEHTHUPOBATh IIPEXKIE BCETO MOXOMI-
YMBOCTh M TOYHOCTh MHTEpIpPEeTAllny AoKa3aTeJIbHOI 0a3bl, JiexXalleil B
OCHOBE PEKOMEHIALIUNA.

Pa6ouas rpynma

71 oOKOHYATeIbHOM pedaKLMU M KOHTPOJII KauyecTBa PeKOMEHIAN OY-
IyT MOBTOPHO TMPOaHaIU3MPOBAHbI WieHAMU paboyeil IpymIibl C LENbIO YI0-
CTOBEPUTHCS, YTO BCE 3aMeYaHMUs M KOMMEHTapUU SKCIIEPTOB IPUHSTHI BO
BHMMAaHHWE, PUCK CHUCTEMAaTHUYSCKUX OIIMOOK IpU pa3paboTKe peKOMeHaa-
LU CBeleH K MUHUMYMY.

Cwna pexkoMenganuit (A—E) nmpuBoguTcs mpu M3IOXEHUN TEKCTa PeKO-
MEHIALNA.

Onpepenenne, anarHoCTUYecKne
KPUTEPUM 1 KItacCcudomKaLms
caxapHoro grnabeta

Caxapunsrnii quadet (CJI) — sTronorndyeckn HEOMHOPOAHAS TPYIMIIa MeTabo-
JINYEeCKUX 3a00JIeBaHMI, KOTOPhIE XapaKTepU3YIOTCS XPOHUUECKON TUIIepP-
[JIMKeMUei, 00yCIIOBIEHHON HapyIIEHUSIMU CEKPELUU WU IeUCTBUSI MHCY-
JIMHa 1100 codyetanneM 3Tmx HapymeHuit. [1pu CJI oTMeuaroTcst Hapyle-
HUSI YIJIEBOJHOIO, XXMPOBOro U 0€JIKOBOro 0OMeHa, KOTOphIe 00YCIOBIEHBI
HapylIeHUeM JOeCTBUS MHCYJMHA Ha TKAaHU-MUILIEHU.

[Momasnstomee GonbimmHcTBO (90%) Beex ciyyaeB caxapHOro auabera
B IETCKOM U MOIPOCTKOBOM BO3pacTe IIPUXOIUTCS Ha caxapHBIN quadeT TH-
na 1, KOTOpbI XapaKTepusyeTcsi aOCOJIOTHOM HETOCTAaTOYHOCTBIO MHCY-
JINHA, BBI3BAHHOM pa3pylIeHreM OeTa-KJIEeTOK ITOIXKEIyI0YHOMN XKeJIe3bl.

Caxapublii 1Ma0deT He 1-ro THHA — 3TO HapylleHHUE YIJIEBOOHOTO OOMEHa,
pa3BUBIIIeeCs] BCIAEACTBHE HE COOTBETCTBYIOIIEH MOTPEOHOCTSIM OpraHM3Ma
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CEeKpelIMA MHCYJIMHA. DTO MOXET OBITh CBSI3aHO C MHCYJIMHOPE3UCTEHTHO-
CTbIO, HEIOCTaTOYHBIM YPOBHEM CEKpELIMM MHCYJMHA, HapylIeHUEM Ipo-
1ecca ero CeKpeluu, BpOXISHHON HECOCTOSATEIbHOCThIO OeTa-KJIETOK.

AuarHocTuyeckue Kpurtepmm

JIMarHoCTUYECKUEe KPUTSPUU CaXapHOTO nradeTa OCHOBBIBAIOTCSI HAa U3Me-
HEHMU YPOBHSI TJIIOKO3BI TUIa3Mbl M Ha HaJIWYUM JTUOO OTCYTCTBUM XapaK-
TepHbIX cuMITomMoB (E).

CylIecTBYIOT TpU crocoba J1abopaTOpPHON AMArHOCTUKU CaXapHOTO JMa-
Oeta (Tabi. 3).

Tabnuua 3. Kputepuu guarsoctukn caxapHoro guaoeta (ISPAD, 2009)

XapakTepHble CUMITOMBI B COYETAHUMN CO CIYYaifHBIM BBISIBJICHUEM YPOBHS TJIIOKO3bI B IIa3-
Me > 11,1 Mmonb/n?. CiydaifHbIM CUMTAETCS BBISIBICHWE B JTI000E BpeMs IHS 6e3 ydeTa Bpe-
MEHH, MPOLIEIIIero MOoCcje MOCASIHEro npruemMa Muilu

uau

YpoBeHb IIIOKO3bI B IJ1adMe HaTtolak > 7,0 MMOJIb/J'lﬁ. CocTosiHMe HaTOILAK OMpeAessieTcs
Kak MpueM nuiny 8 4 Hazan u oJiee

uaiu

YpoBeHb MIIOKO3bI B TUIa3Me 4epe3 2 4 Mocjie Harpy3Ky Mpu MPOBEICHUM OPaJIbHOTO TecTa Ha
TosiepaHTHOCTH K Toko3e (OITT) > 11,1 mmons/n. it HAarpy3Ky MCIIOTb3YETCS SKBUBAJIEHT
75 r 6e3BOHOI ITIOKO3bI, pACTBOPEHHOI B Bode (miu 1,75 r/Kr 10 MaKCMMaabHOM 103bI 75 T)

dJlns KanwUISIpDHOW LeJbHOM KpoBu > 11,1 MMOJb/71, I BEHO3HOM LEIBHONW KpPO-
BU > 10,0 MMOJIB/II.
6>6,3 MMOJIb/JT KaK JIJIsl BEHO3HOM, TaK U JJIsl KAITWJUISIPHOM eJIbHOW KPOBU.

ITpu caxapHom nuadere He 1-ro Tuma y gereit B 30% ciiydaeB oTMedaloTcs
XapaKTepHble CUMIITOMBI: TIOJUYPUS, MOJAMAUIICUSI, HAPYLIEHUS 3PEHUS,
CHIXEHME MacChl Tejla B COUeTaHUU C TIoKo3ypueil u keroHypueii (C).

JAnarHo3 oOBIYHO OBICTPO IMOATBEPKOACTCS MPHU BBISIBICHUM 3HAYMMOTO
MOBBIIIEHUS YPOBHS TJIOKO3bI B Ijla3Me. Eciau mpu 3TOM B KPOBU U Moue
MPUCYTCTBYIOT KETOHOBBLIE Tejia, IoKa3aHa CpoyHas Tepamus. KaaTe 10
CJICAYIOIIETO MHS IJIS OATBEPXKISHUS TUIIEPIIMKEMUI MOXKET OBITh OITac-
HO, TTIOCKOJIbKY BO3MOXHO OBICTPO€ pa3BUTHE KETOAIIMI03a.

Ecnu cnyvaiiHoe orpeseneHre YPOBHS TJIIOKO3bI B I1J1a3Me B T€UEHUE THS
wi nocie enbl noarBepxaaeT auarHo3 CJ, OI'TT we mposomutcs (E).
B cOMHUTENBHBIX cyJyasx BeleTcs JIUTebHOe HAOMI0AeHE C TTIepruoauye-
CKUM IIOBTOPHBIM TE€CTUPOBAHUEM.

ITpu orcyrcTtBuu cumnrtomMoB CJI nuarHo3 CTaBUTCS TOJIbLKO HAa OCHOBa-
HUM JBaXIbl JOCTOBEPHO YCTAHOBJIEHHON TUIEPTIUKEMUU.
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JlnarHocTuyecKne KPUTEPUH TPH UCCIIA0OBAHMM YPOBHS TIIOKO3bI B ILIa3Me
naromak (I'TTH):

e I'TIH < 5,6 MMOJIb/T — HOPMAaJIbHBIA YPOBEHb;

e I'TIH 5,6—6,9 MmMonb/nm — HapymieHHas: imkemust Hatomak (HITH);

e ['TIH > 7,0 mMonb/1 — mpeamnoaaraemblii auarHo3 CJI, KOTOPHIN JOKEH
OBITh TTOATBEPXKIEH B COOTBETCTBUU C OMMCAHHBIMU BBIIIE KPUTESPUSIMMU.
Juarnoctuyeckue kputepun pe3yabtaToB OI'TT (ypoBeHb IiiOK03bI B MIa3-

Me depe3 2 4 mocJie Harpy3ku rmoko3oi [I'TI12]):

e I'TI2 < 7,8 MMOJIb/T — HOpPMaJIbHAsI TOJICPAHTHOCTh K IJIFOKO3€;

e I'TI2 7,8—11,0 MMomb/T — HapylIeHUE TOJIEPAHTHOCTH K TJIIOKO3¢
(HTT);

e I'TI2 > 11,1 mmonb/1 — mpennonaraemseiii auarHo3 CJI, KOTOphIi J0KEeH
OBITh TIOATBEPXKIEH B COOTBETCTBUU C OMMCAHHBLIMU BBIIIE KPUTCPUSIMMU.
HTT n HI'H paccmarpuBaloT Kak MPOMEXYTOUHbIE CTaAUN MEXIy HOP-

MaJbHBIM YTJIEBOOHBIM OOMEeHOM U caxapHbIM nuabderom (E).

Knaccudmkauma caxapHoro guabera

Kmaccudpukanmsa caxapHoro nuabdera TpuBeaeHa B Taou. 4.

Tabnuua 4. 3Tnonornyeckas knaccuukaums HapyLweHnia yrnesogHoro o6meHa (ISPAD, 2009)

1. Caxapubiii quadet tuna 1 (C/11) Moxetr MaHudecTUpoBaTh B JIIOOOM BO3pacTe, HO Haubosee
4acTo — B JIETCKOM U IOHOIIIECKOM.

A. AyTOUMMYHHBII caxapHblii tMadeT XxapakTepusyeTcs rubesblo 0eTa-KJIeToK, HaluuueM
ayToaHTUTeN K OeTa-KjeTkaMm, abCOII0OTHON MHCYJIMHOBOI HEAOCTATOYHOCTBIO, MOJHOMI
MHCYJMHO3aBUCUMOCTBIO, TSDKEJIBIM TEUEHUEM C TEHIEHLMEN K KeTOoalua03y, accolua-
LMl ¢ TeHaMM TJIaBHOTO KOMILIekca rucrocoBMectumocty (HLA).

B. MauonaTuyeckuii caxapHplii iMadeT Takxke MPOTeKaeT ¢ rubdesbio OeTa-KJIeTOK U CO
CKJIOHHOCTBIO K KeToalua03y, Ho 06e3 MpU3HaKoOB ayTOMMMYHHOTO Tpouecca (creuuduyie-
CKUX ayToaHTUTeN U accoumanuu ¢ HLA-cucremoit). Dra dhopma 3abojieBaHUs XapaKTepHa
JUTST TIALIMEHTOB appUKAHCKOTO M a3MaTCKOTO MPOUCXOXICHUS

I1. Caxapupiii quadet tuna 2 (CJI2) — HaunboJjiee pacrpoCTpaHEHHbBIN Cpeln B3POCIBIX TUIT
CJ1, xapakTepu3yeTcsi OTHOCUTEIbHOW MHCYJIMHOBON HEIOCTATOYHOCTBIO C HAPYIICHUSIMU KaK
CeKpeluu, TakK 1 ACHCTBUS MHCYJIMHA: OT TpeobiagaroNieil MHCYTMHOPE3UCTEHTHOCTH C OTHO-
CUTETbHO WHCYJIMHOBOW HEIOCTaTOYHOCTHIO 10 TIPEMMYIIECTBEHHO CEKPETOPHOTO nedekTa B
COUYETaHMM WU Ge3 CoYeTaHUsl ¢ MHCYJIMHOPE3UCTEHTHOCThIO

I11. Jdpyrue cneumdudecKne THNBI caXapHoro auadera. B 9TOT pasmes BKIIIOYAIOT Psiil HO30JIOTH -
YECKM CaMOCTOSITENIbHBIX (hopM nuabeTa (B OCHOBHOM 3TO HAC/IEACTBEHHBIC CUHAPOMBI C MO-
HOTEHHBIM TUIIOM HacJIeOBaHUsI), OObEAMHEHHBIX B OTAEIbHbIC MOITHIIHI.

A. T'enernyeckue nedekTbl PpyHKIMM GeTa-KIETOK:
1. Xpomocoma 12, HNFIA (MODY3).
2. Xpomocoma 7, GCK (MODY?2).
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. XpomocomMma 20, HNF44 (MODY1).

. Xpomocoma 13, MHCYJIMHOBBIN TPOMOTOPHBIH dakrop — [PF-1 (MODY4).
. Xpomocoma 17, HNFIB (MODYS5).

. Xpomocoma 2, NEURODI (MODY6).

. Myrauus mutoxoHapuanbHoit JTHK.

. Xpomocoma 6, KCNJ11 (Kir6.2), ABCCS (Sur 1).

O 0 N N WL B~ W

. Hekotopsle npyrue, mpuurHa KOTOPBIX — MOHOTEHHBIE MeeKThl CMHTEe3a WHCYJIMHA.
B. I'enetnueckue nedexThl AHCTBUS UHCYJIMHA:

1. Pe3aucTeHTHOCTh K MHCYAMHY TUIa A.

2. JlenpeyayHusM (cMHIPOM [1OHOXBIO).

3. Cunapom Pabcona—MeHmenxosa.

4. JluttoaTpocduyeckuii guader.

5. Hekortopsie apyrue ¢hopMbl caxapHOTo nuabeTa, pa3BUBaIOIIMECs BCAEACTBUE MyTa-
LIMY TE€Ha pelenTopa MHcyIrnHa. KIMHUYecKr MposIBISIOTCS HapyLIEHUSIMU YTJIEBOAHO-
TOo 0OOMeHa OT YMEPEHHO! TUIIePTJIMKEMUN U TUTIEPUHCYTMHEMHUU 10 SIBHOTO CaXapHOTO
nrabera. CuHapoMm [JoHoxbio 1 cuHApoM Pabcona—MeHnmenxomia MaHU(MECTUPYIOT B
JIETCKOM BO3pAcTe U MPOSIBIISIIOTCS] PE3KO BBIPAXKEHHOM PE3UCTEHTHOCTBIO K MHCYJIMHY.

C. 3a0oeBaHusl IK30KPHHHOI YAaCTH NMOKETYI0YHOM XKeJie3bl
. [TankpeaTur.
. TpaBma, maHKpeaTIKTOMUSI.

. HOBOO6pa3OBaHWﬂ TIOIXKETYIOYHOM XKeJe3bl.

1
2
3
4. Kucto3Hblii (prdpo3 (MyKOBUCIIUIO3).
5. 'emoxpomaros.

6. ®ubpokasbKy/Ie3Has MaHKpeaTonaTusi.
7

. Hekotopble apyrve HO30J0TMUECKM pa3indHbie 3a00JI€BaHMsI, TIPU KOTOPBIX HapsIIy
CO 3HAYUTEIbLHBIMU HAPYLICHUSIMUA 9K30KPUHHOMN (DYHKIIMYU MOMKETYIOUHOM Kele3bl
HaOJII0/1aeTCsl U HEIOCTaTOYHOCTh CEKPETOPHOM (DYHKLIMU OCTPOBKOBBIX KJIETOK.

D. DunoxkpuHonaTuu
1. Akpomeranusi.
. Cungpom KymmHra.
. ['moxaroHoma.
. ®eoxpomormToma.
. Tuneptupeos.
. ComarocraTuHOMa.

. Anbpmocrepoma.

(e e Y, B >N O R N ]

. Hekotopsle npyrue sHIOKPUHOMATUY BCJICACTBUE KOHTPUHCYJISIPHOTO IEHCTBUS
BbIIE/ISIEMBIX B U30BITOYHOM KOJUYECTBE TOPMOHOB MOTYT NMPUBOAUTH K MCTOLLEHUIO
(YHKIIMOHATBHBIX KOMITEHCATOPHBIX PE3ePBOB OeTa-KJIECTOK MOMKETYIOUHON JKele3bl.
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Tabnuua 4 (npogosmkeHne). ITMONOrNYeCcKas KnaccumkaLms HapyLLeHNit yrneBoaHoro 06me-
Ha (ISPAD, 2009)

E. Inaber, MHIYIMPOBAHHDII HEKOTOPHIMH JIEKAPCTBEHHBIMU NpPENapaTaMu WM APYTHMHI
XHMHYECKMMH BeUIeCTBAMH

. Bakop.

. [lentamMuauH.

. HuxkoTtuHoBas kuciora.

. [JTIOKOKOPTUKOWITBI.

. TupeousHbie TOPMOHBI.

. Anazokcum.

. ATOHUCTBI -apeHOPELIENTOPOB.

. Tuasugpl.

O 0 N N L AW N —

. deHUTOMH.
10. Anbda-uHtephepoH.

11. Opyrue mperapatbl. MeXaHU3MbI MX ICUCTBUS Pa3IWYHbBL yYXyIILICHUE Tepudeprde-
CKOTO JIEHCTBUSI MHCYJIMHA, YCUICHUE UMEIOIIENCsT MHCYIMHOPE3UCTEeHTHOCTH. B net-
CKOM BO3pacTe HauboJiblliee 3HaUeHUe MMeeT NTPUMEHEeHUe o-UHTepdepoHa, MO BIusI-
HUEM KOTOPOTO MOXKET Pa3BUThCS ayTOMMMYHHBIN caXapHbIil 1uabeT ¢ BbIpakeHHOM
abCOTIOTHOM HEIO0CTATOUHOCTBIO MHCYJIMHA.

F. Undexuun

H.

1. BpoxaeHHast KpacHyxa.
2. LuTtomeraioBupyc.

3. Ipyrue. HekoTopsie BupycHble MH(MEKIIMU MPUBOAIT K rnbean 6eTa-KIeToK ¢ pa3Bu-
THEM aOCOJIOTHOM MHCYJIMHOBOIM HenocTarouHocTU. HerocpencTBeHHOE mopaxeHue
BUPYCOM OCTPOBKOBOTO arrapara BCTpeyaeTcst peaKo.

Penkue copMbl caxapHoro nauadera

1. CuHapPOM PUTHIHOTO YesoBeKa (CMHIPOM MBIIIEYHOU CKOBaHHOCTH, stiff-man synd-
rome) — ayrouMMmyHHoe nopaxeHue IIHC, xapakrepusyiolieecsi puriaIHOCTbIO aKCHU-
JTbHBIX MBI ¢ OOJIE3HEHHBIM MX CMAa3MOM; BBISIBISIIOTCS aHTUTeIa K TIyTamataekap-
Gokcuiase, U oyt B 50% ciydaeB pa3BMBAETCsSl caxapHbIii A1aberT.

2. AYTOMMMYHHBII MOJUMIaHAYasipHbId cuHapoM I u 11 Tumnos.

3. Ipyrue 3aboseBaHus, TIPOTEKAIOIIME C 00Opa30BaHUEM ayTOAHTUTEN K pelernTopam
MHCYJMHA, — CUCTEMHasl KpacHasl BOJIYaHKa, MMUITMEHTHO-COCOUKOBasi AUCTPODUS KO-
k1 (acanthosis nigricans). [Tpu 3ToM MOXeT HaOJIIOAAThCS BbIpaKEHHAS PE3UCTEHT-
HOCTb K MHCYJIUHY.

JIpyrue reHeTHUYeCKHE CHHAPOMBI, MHOTIA COYETAIOIMECS C CAXaPHBIM JHAGETOM

Caxapmﬂﬁ nabeT MOXET ObITh KOMITOHEHTOM MHOTUX T€HETUYECKUX CUHAPOMOB, B TOM
YUCITIC:

1. Cunnpom Bonbdpama.
2. Cungpom [layHa.

3. Cungpowm lllepemreBckoro—TepHepa.
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. Cungpom KraiiHdenbrepa.

. Cunzpowm Jloypenca—Myna—bus.

4
5
6. Cunnpom Ipanepa—Busiu.
7. Arakcus ®punpeiixa.
8. Xopest XaHTUTTOHA.
9. Mopdupus.

10. MuotoHunveckast nuctpodus.

B nerckom Bospacte HamboJiee yacTo BcTpeuaeTcss cuHapoM Boabdpama (DIDMOAD).
IV. TI'ecTanuoHHbIil caxapHblii 1MadeT (caxapHblii 1Ma0eT OepeMeHHbIX) — JIFOObIC COCTOSIHUS C
HapylIeHUEM YIJIeBOIHOTO OOMeHa (B TOM YKCJIe HapyllleHHasl TOJePaHTHOCTh K TITIOKO3e),
JIMAarHOCTUPOBAHHBIE TIpU OepeMeHHOCTH. Boinenenne recraunonHoro CJI B OTHENbHBIN THIT
00YCJIOBJIEHO TOBBIIIEHHBIM PUCKOM MEPUHATAIBHON CMEPTHOCTU M BPOXKIEHHBIX YPOJICTB
MpU HapyLIEHUsIX YIJIEBOAHOIO oOMeHa Yy 6epeMeHHbIX.

Knaccudpmukauma C] He 1-ro Tuna
no MexpayHapoaHon knaccudpukaumm 6onesHen
(MKB-10)

B MexnyHaponnoit knaccudukaunu 6one3neit (MKb-10) nHcynnHOHe-
3aBUCUMBII caxapHblid nuadet mpeacTtabieH B pyopukax E11—E14.
El11 MHCcynMHOHE3aBUCUMBI caXapHbIi 1ruadeT
E11.0 MacynuHOHE3aBUCUMBII caXapHBIN ArabeT ¢ KOMOM
E11.1 MHcynuHOHE3aBUCUMBII caXxapHbIiA AMA0ET ¢ KeTOALMI030M
E11.2 MHCcynIMHOHE3aBUCUMBIN caxapHbIii AuabeT ¢ MopaxeHueM IToYeK
E11.3 MucynnHOHE3aBUCUMBII caXapHBIN IMabeT ¢ MmopaxkeHUeM Iia3
E11.4 NMHCyaMHOHE3aBUCUMBII caxapHblii nuabeT ¢ HeBPOJOrMYeCKUMU
OCJIOXKHEHUSIMU
E11.5 MHCyN1MHOHE3aBUCUMBIM caxapHblii 1MabeT ¢ HapyLIeHUSIMU Mepu-
deprueckoro KpoBooodpalleHusI
E11.6 MHCcynuMHOHE3aBUCUMBII caXapHbIil 1Ma0ET C APYTUMU YTOUHEHHBI -
MM OCJIOXHEHUSIMH
E11.7 WMHcynuHOHE3aBUCUMBII CaXapHbI JUMA0ET C MHOXECTBEHHBIMU
OCJIOXKHEHUSIMU
E11.8 HMHCyIMHOHE3aBUCUMBII CaxapHBI OHA0ET C HEYTOYHEHHBIMU
OCJIOXKHEHUSIMU
E11.9 MHcynuHOHE3aBUCHMMBIN caxapHbIi AuabeT 0e3 OCIOXHEHU
E12 Caxapnblii nnabet, CBI3aHHBIN ¢ HEJOCTATOUHOCTHIO MTUTAHMSI.
E12.0 CaxapHbiii n1uaGeT, CBSI3aHHBIM C HENOCTaTOYHOCTBIO MUTAHUS, C
KOMOI1
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E12.1 Caxapnblii n1uabetr, CBSI3aHHBIN C HEAOCTATOYHOCTbIO MUTAHMS, C
KEeToal1a030M

E12.2 CaxapHbiii nuabeT, CBSI3aHHBII C HENOCTATOYHOCTHIO IMUTAHUS, C
rnopaxkeHrem IMoyexk

E12.3 Caxapnblii nuaber, CBSI3aHHBINM C HEAOCTATOYHOCTHIO IMUTAHMUS, C
MOpakeHNeM TJj1a3

E12.4 CaxapHbiii nuabeT, CBS3aHHBIM C HENOCTaTOYHOCTBIO MUTAHUS, C
HEBPOJIOTUYECKUMHU OCJIOKHEHUSIMU

E12.5 CaxapHbiii nuabeT, CBSI3aHHBII C HENOCTATOYHOCTHIO IUTAHUS, C
HapylIeHUSIMU MeprudepruyecKoro KpoBooopalieHusI

E12.6 CaxapHblii nuabeT, CBSI3aHHBIIA C HENOCTATOYHOCTBIO NMUTAHUS, C
JIPYTUMHU YTOYHEHHBIMU OCIOXHEHUSIMH

E12.7 CaxapHbiii n1uabeT, CBS3aHHbBIA C HENOCTaTOYHOCTBIO MUTAHUS, C
MHOXECTBEHHBIMU OCJIOKHEHUSIMU

E12.8 CaxapHblii nuaber, cBSI3aHHBI C HEAOCTATOYHOCTHIO MUTAHMUS, C
HEYTOYHEHHBIMU OCJIOXHEHUSIMU

E12.9 CaxapHbiit nmabet, cBSI3aHHBIN C HEIOCTATOUHOCTBIO IMUTAHMS, 0e3
OCJIOKHEHU I

E13 dpyrue yrouHeHHbIe (DOPMBI caxapHOTo auadeTa

E13.0 Ipyrue yrouHeHHBIe (hDOPMBI caXxapHOTO AuadeTa ¢ KOMOM

E13.1 Ipyrue yrouHeHHbIe (hOpMBI caxapHOTo AuabdeTa ¢ KeToaluIa030M
E13.2 JIpyrue yrouyHeHHbIe (POPMBI caxapHOro auadeTa ¢ MmopaxkeHUeM
IoYeK

E13.3 JIpyrue yTtouyHeHHbIe (hOpMBI caxapHOro auadbera ¢ mopaxkeHUeM
a3

E13.4 Hpyrue yrouHeHHBIe (DOPMBI CaxapHOIO AuabeTa ¢ HEeBPOJOrmYe-
CKMM HapylIeHUSIMHA

E13.5 [Ipyrue yrouyHeHHBIe (POpPMBI caxapHOTO IMabeTa ¢ HapyIIeHUSIMU
nepudepruIecKoro KpoBooopalleHUs

E13.6 dpyrue yrouHeHHBIe (DOPMBI cCaxapHOTO auabeTa ¢ IPYTMMH YTOY-
HEHHBIMM OCJIOKHEHMSIMU

E13.7 Apyrue yrouHeHHbIe (DOPMBI caxapHOTro nuadera ¢ MHOXKECTBEHHbI -
MU OCJIOXKHEHUSIMH

E13.8 [Ipyrue yrouHeHHbBIe (h)OPMBI caxapHOTO nruabdeTra ¢ HEyTOYHEHHBIMUT
OCJIOXKHEHUSIMHA

E13.9 dpyrue yrouHeHHbIe (hOpMBI caxapHOro auadera 0e3 OCIOXHEHUI
E14 Caxapnblii nmabeT HeyTOUHEHHBIH

E14.0 CaxapHblii 1abeT HEYTOYHEHHbI ¢ KOMOM

E14.1 CaxapHblii 1uabeT HEYTOYHEHHBIN ¢ KeTOAlUI030M

E14.2 CaxapHbIif 1nabeT HEYTOYHEHHBIN ¢ MOpaxkeHUEM MOYeK

E14.3 CaxapHblii 1uabeT HEYTOYHEHHbIN ¢ MopaxkeHueM Ijia3

E14.4 CaxapHblii 1Ma0eT HEYTOUHEHHbI ¢ HEBPOJOIMYECKUMU OCJIOXHE-
HUSIMUA
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E14.5 CaxapHblii 1MabeT HEYyTOUHEHHBI ¢ HApYLIEHUSIMU Tepudepruyecko-
ro KpoBOOOpalleHUs

E14.6 CaxapHblii 1MabeT HEYTOYHEHHBIN C IPYTUMU YTOYHEHHBIMU OCJIOXK-
HEHUSIMU

E14.7 CaxapHblii auabeT HEYyTOUHEHHBI C MHOXECTBEHHBIMU OCJIOXHE-
HUSIMH

E14.8 CaxapHblii nuabeT HEYTOYHEHHBI C HEYTOYHEHHBIMHU OCJIOXHE-
HUSMU

E14.9 CaxapHblii 1nabeT HEYyTOYHEHHbIN 03 OCI0XHECHUI

MoHOreHHblIE GOPMbI
caxapHoro grnabeta

MoHoreHHbBIe (hDOPMBI caxapHOTro AuadeTa SBISIOTCS HACIeICTBEHHBIMU 3a-
6osneBaHussMu. HacienoBaHue MOXET ObITh aQyTOCOMHO-TOMUHAHTHBIM WY
pelLIeCCUBHBIM; 3a00JIeBaHIE MOXKET pa3BUTHCS TAKKE BCIICACTBUE CIIOHTAH-
HO BO3HUKILIE MYTaILlUU.

3amomgo3puTh MoHOTeHHYIO hopmy CJI cnemyer, ecnu:

o CJI pa3BuIicsl y HOBOPOXICHHOTO MJIM B Bo3pacTe MeHee 6 Mec (B) — mpu
CJ11 »T0 BcTpeuyaeTcs MeHee yeM B 1% ciydaes;

e IMEETCsI OTSTOIICHHBI ceMelHbIi aHaMHe3 (0OJieH OOWH U3 POIUTE-
neit) — npu CJ1 a1o Berpeuaerca B 2—4% cayyaes (C);

e MMeEETCs YMepeHHas TureprinkeMus: HaTomak (5,5—8,5 MMoJb/1), oco-
6eHHo mipu ceMeiiHoit popme C/I;

e OTMEYaeTCs] HU3Kasl MOTPeOHOCTh B MHCYJMHE BHE PEeMUCCHUH, T. €. Yepe3
3 roma mocje AUArHOCTUKM 3a0oJyieBaHUsI; OOJbHOM MOXKET OO0XOMUTHCS
0e3 MHCYJIMHA;

e cekpenusg C-TmrenTuaa BHE IIepHOJa PEMUCCUM COCTaBisIeT OoJiee
200 umons/a (E);

o orcyrctByloT ayroantutena ICA, GADa, IA2, IAA, ocobeHHO B MOMEHT
yctaHoBieHus nuarHosa (E);

o orcyrctByeT oxupenne (E) — npu CI2 Bctpevaercst B 20% ciyyaes;

e MECIOTCSI BKCTpamaHKpeaTudecKre 3a00IeBaHus.

HeoHaTanbHbIN caxapHbi Avaber

Heonaranpnbiii CII, KaKk npaBUIIO, SIBISIETCS MHCYJIMHO3aBUCUMBIM 1 A1a-
THOCTUpPYETCS B TepBble TpU Mecsua xu3Hu (B). DTo peakoe cocrosiHue
(1 1a 400 000 poxxaeHMIT) MOXKET aCCOLIMMPOBATHLCS C 3aJePKKOIl BHYTPUYT-
po6Horo paszputus (C).
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TpaH3nTOPHLIA HEOHATaNbHbIA CaxapHbIi Anaber
BCNEACTBME aHOManNuin UMNPUHTMHIa 6024

Arnonorus
AHOMAaIMM UMIIPUHTUHIA B JIoKyce 6q24, 3arparuBaiomine reHbl ZAC u
HYAMI, aBnsroTcs HanboJiee pacnpocTpaHeHHOH TTPUYMHONM HeoHaTaJIbHO-
ro caxapHoro ama0era M IIPMBOASAT K TPaH3UTOPHOMY CaxapHOMY Iuade-
ty (B). Haubonee pacnpocTpaHeHHBIMUA aHOMaTUSAMU 6q24 SBISIOTCS YHA-
cJieIOBaHHbIE TYIUIMKAIIMM WU MTapTeHOreHEeTUYeCcKask TMCOMMS MO JTUHUU
OTILIa, XOTS Yallle BBISIBJISIIOTCS HapylleHUsT MeTuiarupoBaHus (E).
IMpuuunHoii 12% ciayyaeB HEOHATaJbHOIO CaxXapHOro auabeTa SIBISIOTCS
MyTauuu reHa SURI, KkoTopble TaKKe 4acTO MPUBOMASIT K pa3BUTHIO TPaH3U-
TOPHOTO caxapHOro auabera.

HunarHoctuka
CJI oOBIYHO BBISIBJISIETCS B TeUEHUE IEPBON HEAENM XKU3HU U IPOXOAUT
npumepHo depe3 12 Hen (B). YpoBeHb IIIOKO3BI B TUTa3Me B MOMEHT JMa-
THOCTUKU COCTaBJIsIeT 10 57 MMoJib/i. B 23% ciydaeB BBISBISIETCS MaKpO-
rinoccus (B).

B 50% cnaydaeB caxapHblii auabeT mOposBisieTcs cHoBa depe3 10—
14 et (B).

JleueHne n TakTUka BegeHuUs1 60JIbHbIX

[Ipu ycraHoBIeHUM AMarHo3a — MHCYJIMHOTEpAIMs B MHTCHCU(UIIMPOBAH-
HoM pexuMe. [lokazaHo nmMHamuuyeckoe HaOJIOJEeHUE BCAEACTBUE TOBBI-
ILIEHHO! OMaCcHOCTHU pelMIMBa caxapHoro nuaodeta. Ilpu peruauBe y 00Jb-
HBIX HET 3aBUCMMOCTH OT MHCYJIMHA, U UX MOXHO JICYUTh ITIOCPEACTBOM M-
€Thl, XOTS BIOCJEACTBUM UM YacTo TpedyeTcs uHcynuH (E). Peakius Ha me-
popaibHbIe caxapOITOHIMKaIOIIe Tperaparbl, TaKue KakK Ipernaparbl Cyjlib-
(haHMIIMOYEBUHBI WJIM MET(GOPMUH, OCTACTCSI HESICHOM.

MepmaHeHTHbIA HEOHATaANbHbIN CaXapHblii AUAa6eT, TPAH3UTOPHbIIA
HeOHaTanbHbIN caxapHblii AUa6eT n caxapHblil AUabeT ¢ ANarHo3om,
NOCTaBJNIEHHbIM B Te4EHMe nepBbix 6 mecALeB XU3HU, 06YCNOBNEHHbIE
myTaunamu reHa AT®O-4yyBCTBUTENIbLHOr0 KaNueBoro KaHana

CtumynupoBaHHasl TJIOKO30M CeKpelrs WHCYJIMHA TpeOyeT 3aKpbIThs
AT®-4yBCTBUTETbHBIX KAJIMEBbIX KaHATIOB OeTa-KJIETOK. DTOT KaHaJl COCTO-
WUT U3 YeThIpeX MOArpynil KaavuesbiX KaHaaoB (Kir6.2) u yeTbipex MOArpymi
PELENnTOPOB, YYBCTBUTEILHBIX K MpenaparaM Cyab(MaHUIMOYEeBUHBI. AKTU-
BUpYIOIIIME MYyTallMd T€HOB, KOAUPYIOIIUX 3TU PELENTOPbI, IIPUBOAAT K TO-
MY, UTO KaHaJIbl OCTAlOTCSI OTKPBITHIMU, YTO IPETISITCTBYET CEKPEIIUU MHCY-
JIMHA W MPUBOJIUT K Pa3BUTHIO HEOHATAJIbLHOTO caxapHoro auabera. Myra-
MU reHoB, koaupytommx Kir6.2, sBASiOTCSI BTOPBIMU 10 PaCIpOCTPaHEeH-
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HOCTU cpeau OOJIbHBIX ¢ AMArHO30M CaxapHOro AuadeTa, MOCTaBJACHHBLIM B
nepBbie 6 Mec xu3Hu (B).

[lepMaHeHTHBIIT HeOHATAJbHBIN CaXapHBIA AMA0ET acCOIMUPYETCS C arlia-
3uel TIOMKEeIYIOYHON Xese3bl, akTuBupytowmnmu Mytauusmu KCNJ 11 (reHa,
koaupytoniero AT®-uyBcTBUTEIbHYIO cyObeauuuiy Kir6.2 KaameBoro KaHaia
(7p15)), MyTauusIMy MHCYJIMHOBOTO IIPOMOTOpHOTO hakTopa 1 (xpoMocoma 7)
C ariasuvei MmoakeTyaIouHOM Keje3bl, TOMO3UTOTHBIMI MYyTaLIUSIMU TeHa IITI0-
KokunHazbl (xpomocoma 7) (C), myraumsimu reHa FOXP3 (TpaHCKPUTILIOHHOTO
dakTopa, perynupyoiiero auddepeHunpoBKy T-1MM@OLUTOB) KaK COCTABIISI-
roeit yactu IPEX-cunapoma (Immune dysregulation, polyendocrinopathy, en-
teropathy, X-linked syndrome, CMHAPOM HapyllIEHUI peryIsiiui UMMYHMUTETA,
TOJTMHAOKPHUHOIIATAY, SHTEPOINaTUH, CHETUIEHHBIN ¢ X-xpomMocomoit) (C).

KnuHndeckas KapTuHa

l'uneprivkeMusi, TIIOKO3ypUsl U B HEKOTOPBIX Clydasix 00e3BOXMBAHME T10-
SIBJISIIOTCSL cpasy Iocje poxaeHus. MHorma orMedaeTcss OOMEHHBIN allyiao3
¥ OYeHb peAKO — KEeTOHYpHUs M KeToHeMusl. CTelneHb IMIIepIriIMKeMUN pa3-
JINYHA U MOXeT Jocturath ypoBHs 70—100 MMoJib/1. Y O0NbIIMHCTBA 0OJIb-
HBIX UMEETCS M30JIMPOBAHHbIN caxapHblii 1rabdet, Xotsd y 20% HabaogaioT-
csI HeBpOJIOrM4YecKre HapylieHus:. HecMOTpst Ha TO YTO OHU HECYT MyTalllIO
B I'€TepO3UToTe, y OOJBIIMHCTBA IMAlIMEHTOB HET CEMEMHOM MCTOPUM caxap-
Horo muabera, Tak Kak B 90% ciydaeB 3a0o1eBaHMe 00YCIOBICHO CITOHTAH-
HBIMU MYTaLIUSIMH.

Haubonee TsokenbIM SIBASETCSI CUHAPOM 3aJ€PKKM Pa3BUTHS, SIUICTICUN
¥ HeoHaTabHOro caxapHoro nnadeta (DEND-cunapom, developmental de-
lay, epilepsy and neonatal diabetes syndrome) (C); yale BcTpeuyaeTcst mpo-
MeXyTO4YHbIM cuHapoM i-DEND, npu KoTopoM NauueHThl CTpaaaloT MeHee
TSDKEJION (DOPMOI 3amepKKMA pa3BUTUSI, U Y HUX HET SIUJICIICUM.

[lepMaHEHTHBINI HEOHATAJIBHBIN caXapHbI AuadeT TpeOYEeT MOCTOSTHHOTO
JIeYEHUsI C MOMEHTa YCTaHOBJICHMS AUarHo3a.

JleqeHune

[TpoBOAUTCS MHCYJIMHOTEpANUs B MHTEHCU(ULIMPOBAHHOM pexume. [lpu
HaJIM4IUU y OOJILHOTO ompeAeeHHBIX MyTauit reHa KCNJ 11 BO3MOXHO ne-
YeHHe TperapaTaMiu CyIb(@aHmIMOYeBUHBL, HadajJbHas 103a TIMOCHKIIAMM--
na coctapnget 0,5 mr/kr/cyt, 3ateM 1o 1 mr/kr/cyt (C). C TeyeHrueM Bpeme-
HU 1032, HeoOXoauMast Ijis MOAIep>KaHUS YIOBIETBOPUTEILHOTO TJIMKEMU-
YeCKOro KOHTpOJs, 3HauuTebHO cHUXkaetcs (E).

AnHamuyeckoe HabnrogeHne

1. OcMOTp PHAOKPUHOJOTOM — 1 pa3 B MecCsIl.

2. Onpenenenne ypoBHS DNIMKO3WJIMPOBAHHOTO TeMomIoOmHa — 1 pa3 B
3 Mecsua.
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3. PerynsapHoe ompeneneHre YpOBHS IJTIOKO3bl B IJIa3Me HATOILAK U TOcCje
enpl (E). IIpu ocTphix 3a001eBaHUSX WX TIPYU CUMITOMAaX TMIIep- WJIU TH-
MOTIMKEMUN TIoKa3aHo Oosee vactoe ompeneneHue (E). Ilanmmentam Ha
MHCYJIMHOTEpAlM WIM Ha Tepalluy IIperapaTtaMy CyIb(MaHUIMOUYCBUHBI
HEO0X0IMM MOHMUTOPUHT I10 ITOBOLY 6eccuMnToMHOM runornukemun (E).

4. O61uMit aHanu3 KpoBu — | pa3 B 6 MeCSILIEB.

. O6mmit aHanu3 Moun — 1 pa3 B 6 MecsIIeB.

. buoxumnueckuit ananus kposu — 1 pa3 B ron (AnAT, AcAT, ypoBeHb

obmiero xonecrepuna, JIITHII, tpurnuuepunos).

. OnpeneneHre MUKPOAIbBOYMUHYPUM B TPEX ITOPLUSIX MOUYX — 1 pa3 B TOMI,.

. Y3U opromHoit monoct — 1 pa3 B rom,.

. KoHncynbrauus odranbmosnora, HeBpoJjora — 1 pa3 B Tof.

. Tocrimranu3aumst — 1 pa3 B roj (MJIM BHEIUIAHOBASI TOCITMTAIM3ALIMST

IIpU IeKOMIIeHCAllMU 3a00JIeBaHus).

AN DN

O O 00

Hab6nogeHne 3a nayneHToOM B cTagun pemMmccuu

1. OcMOTp 3HIOKpUHOIOTOM — 1| pa3 B 3 Mecsiia.

2. OnpeneneHue YpOBHS TIMKO3WJIMPOBAHHOTO TreMorjoomHa — 1 pa3 B
6 MecslieB.

3. OnpezenieHrie ypoOBHS IIIOKO3BI B IUIa3Me — | pa3 B MecCsIL WIN TIPU 13-
MEHEHUM CaMOYYBCTBUS (IIOSIBIICHUE MOJUYPUH, TOJUIUIICUU, TTOXYIa-
Hue, OPBU u 1. 1.).

CaxapHbin aumabeT, TMn MODY

XapakrepucTuka noHaTUs

MODY — akpoHuM aHriuiickoro HazBaHus Maturity-Onset Diabetes of the
Young (1oHOIIECKUI AMabeT B3POCIOro TUIIa), TEPMUHA, BIIEPBbIE BBEICH-
Horo Tattersall B 1974 r. CaxapHsiii qjuadet, Tunn MODY nipencrasisieT co-
001 reTeporeHHy0 I'pymIy 3a00JeBaHUi, BbI3BAHHBIX MyTallUsIMU pa3inyg-
HbIX reHOB. HapylueHus yriieBooiHOro ooMeHa, Kak MmpaBUI0, 00YCIOBIEHBI
nuchyHKIMEe 6eTa-KIeToK; 3a00IeBaHe pa3BUBAETCS B MOJIOIOM BO3pacTe
(mo 25 neT) u mepegaeTcsl ayToCOMHO-IOMUHAHTHBIM mmyTeM (C).

JTuonorusa U natoreLes

Knunuueckast rereporeHHocTs MODY o0OycioBiieHa MyTalusIMA pa3HBIX
reHoB. [lepBrIit TeH, BeI3pIBaromnii MODY (MyTaums reHa rTIOKOKMHA3HI),
obuT aeHTUuduIMpoBaH B 1992 r. K HacTosieMy BpeMeHU U3BECTHO OoJjiee
15 reHOB, MyTallMM KOTOPBIX TIpUBOAIAT K MODY (T1ab6x. 5).

Haubonee pacnpoctpanerst MODY?2 u 3, BKiIam OCTalbHBIX M3BECTHBIX
reHoB cocTaBiisieT MeHee 10%, y 15% manureHTOB MyTallid He UACHTUMWIIN -
poBaHbI, Takre BapuaHThl Ha3BaHEI MODY-X.
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Tabnuua 5. Bapnantsl MODY [59, ¢ n3meHeHusMu]

Tun I'en Benok DyHKuMs
MODY1 HNF4A AnepHsblil dakTop remnato- bera-knerku: perynusuus reHa INS,
uuToB 4o TpaHcropTa U MeTadosin3ma IJII0Ko-
3bl. [leyeHb: CMHTE3 JIMIONPOTEUIOB
MODY2 GCK I'moxokuHaza Bera-knetku: dochopunupoBaHue
II0KO3bl. [leueHb: cuHTE3 IJIMKoreHa
MODY3 HNFIA SnepHslii (hakTop remaro- Bera-kietku: peryisiust reHa INS,
(TCFI) uuToB lo TPaHCIIOPTa U MeTaboIM3Ma TIIIOKO-
3bl. [leyeHb: CMHTE3 JIMIONPOTEUIOB
MODY4 IPF-1 MHCYTMHOBBII TPOMOTOP- Perynsauus rena /NS, smOpuoreHes
(PDX1) HbIll akTOp 1 MOJIKETYIOYHOM KeJie3bl, Peryasiius
TJTIOKOKMHA3bI
MODYS HNFIB SAnepHblit akrop renaro- bera-kierku: peryisiuus rena INS,
(TCF2) uurtoB 13 TPAHCIIOPTa U METabOIM3Ma TIIIOKO-
3bl. [leyeHb: CMHTE3 JIMIONPOTEUIOB
MODY6 NEURODI  ®akTtop HeipOreHHOM Perynsuus rena /NS, smGpuoreHes
nuddepeHIMpoBKH | MOIKETYTOYHOM Kee3bl
MODY7 KLFI11 «Kprormnenb»-mogo0Hbli Perynsiuus rena INS
dakTop 11
MODYS8 CEL Kap6okcunacreprunponaza  KOMIIOHEHT ITaHKPeaTUIECKOTO CEK-

perta

Jnnpemuonorna u authcpepeHynanbHan ANarHocTMKa caxapHoro guabera
T™™n MODY
B HacTosee BpeMst cuutaeTcsi, uto 0oKojio 10% Bcero CJ1 B J€TCKOM U MO-
JIpOoCTKOBOM Bo3pacte coctapisieT CJI He 1-ro tTuna. Ha mepBoe mecte B
ctpykrype CJI He 1-ro Tumna Beimen C/ Tumna 2, a 3aTeM caxapHblil 1Ua0eT,
i MODY.

HNuddepenumanbHas quarHoctuka MODY mnpencrasieHa B taoi. 6, 7.

Tabnuua 6. JnudhdepeHumansHblii gnario3 MODY u G tuna 1
MODY CJI tuna 1

ITapameTp

Tun HacnenoBaHUs MOHOTeHHBIIl ayTOCOMHO-

JTOMUHATHBINA

ITonureHHbI, MHOTOMAKTOPHbIM

Bospact Hauana Kak mipaBuiio, no 25 et B OCHOBHOM I1€TU U MOAPOCTKU

PonocnosHast Kaxk npaBuiio, umerorcst
GOJIbHBIC B HECKOJIBKUX

TIOKOJICHUAX

Kak mpaBuio, HeT 6OTBHBIX
POICTBEHHUKOB TEPBOI CTETIEHU
poacTBa
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Tabnuua 6 (okoH4aHue). AndppepeHumansHbii gnarHo3 MODY u G tmna 1

ITapameTp MODY CI tvna 1

AyToaHTHTEJa, acCOLM- OTCYTCTBYIOT Ilpu nebrote 3abojieBaHUS OTIpe-
WpOBaHHBIE C JCOIOTOM nenstorest B 80—85% cityuaes
CJ tuna 1

HLA OTcyTCcTBUE accolalun Accolmaius ¢ npeapacriojaraio-

LMMU TaruIOTUIIaMK
Keto3 OTtcyTcTBYET Kak mpaBujio, mpuCcyTCTByeT

Tepanus Huskast morpe6bHOCTh B WHcynuHoTepanust Heodbxoanuma
MHCYJIMHE WIM BO3MOXHOCTD
00xoauThCsT 0€3 HETO

Tabnuua 7. QudpdpepeHumansbHbiit anardo3 MODY u G tvna 2 [59, ¢ u3meHeHnsaMu]

ITapameTp MODY C tina 2

Tun HacnenoBaHUS MOHOreHHBIl ayTOCOMHO- [TonureHHbII
JIOMUHATHBIA

BospacT Hauana Kaxk npaBuiio, 10 25 et 40—60 set, penko y moji-

POCTKOB (IIPU OXXUPEHUU )

PonmocnosHast Kak mpaBuio, nmerorcs 00J1b- BoabHbIe B HECKOIBKHUX
Hbl€ B HECKOJIbKUX ITOKOJCHUSIX  MOKOJIEHUSIX UMEIOTCS PEIKO

IleHeTpaHTHOCTH 80—95% BapuabenbHast
(no-Buaumomy, 10—40%)

OxupeHue HexapaktepHo Tunuano

Metabonuueckuit cunapom  HexapakrepeH Tunuuen

CaxapHbiii gua6er, Tun MODY2

leTepo3urorHbie MHAKTUBMUpYMOIIME MyTauuu TeHa GCK, Komupymooliero
rmokoknHazy (MODY?2), mpuBogaT K HapyIIeHUIO YyBCTBUTEILHOCTU Oc-
Ta-KJETOK K TJIIOKO3€; MEXaHU3M DPEeTyJsIlIMM TOMeocTa3a TIIOKO3bl y 3TUX
JeTeil ocTaeTcsi Ha BHICOKOM ypoBHe. CeKpelisi MHCYJIMHA MOXET ITOCTH-
raTh HEKOTOPOrO0 MaKCUMyMa, OJHAKO MHCYJIMHOBBIIA OTBET HE COOTBETCTBY-
€T YPOBHIO TJIIOKO3bI B TJIa3Me.

KnunHn4dyeckas kapTuHa

e yMepeHHas TUIEPIIUKeMUsl HaTomak (5,5—8 MMOJIb/), OOBIYHO HE IIPO-
IpPeCCUpyeT OeCITUICTUSIMMU;

e CUMIITOMBI 3a00yieBaHUsT 00OBIYHO OTCYTCTBYIOT (C);

e IMATHO3 MOXET OBbITh YCTAHOBJICH B JIIOOOM BO3pacTe, Yallle IIpu IIpoBe/Ie-
HUW PYTUHHOTO 0OCJIeOoBaHUsI IO TIOBOMLY APYroro 3a0oJieBaHusI;
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e npu nposeneHrr OI'TT noBbllIeHUE YPOBHSI III0OKO3bI B IJIa3Me MO CpaB-
HEHHIO ¢ 0a3ajJbHBIM YPOBHEM OOLIYHO HE MpeBBIIIAET 3,5 MMOJb/T;

e YPOBEHb INIMKO3WJIMPOBAHHOIO T€MOIJIO0MHA OKOJIO BEpXHEro Impemuesa
HOPMbI WM CJIeTKa BHILIE;

e OTSTOIIEHHAs HACJIEACTBEHHOCTb — Y POIUTEIE MMEIOTCS HapylleHUs
yraeBogHoro oomena (C/12, HTT, HI'H); B caygae oTCyTCTBHST Y pOINTE-
Jielt OUeBUIHBIX MPU3HAKOB 3a00JeBaHUsI TpeOyeTcsl onpeaeaeHue y HUX
YPOBHSI IJIIOKO3bl HATOIIAK; 3TO BaXKHO MPU PacCMOTPEHUHN TMArHO3a My-
Tauny reHa rmokoknHass (E);

e MUKPO- U MaKpOCOCYAUCThIE OCIOXKHEeHUsT Habmonatorcs peako (C).

lMnaH o6cnenoBaHNsi nayneHTa ¢ nogo3peHnem
Ha caxapHbii gnaéet, Tun MODY2

l.

W BN

O O o0

OnpenenecHre YPOBHS TJIIOKO3bI B IIa3Me HATOILIAK W TJIMKEMUYECKOTO
npodus.

. OI'TT.

. OnpeneneHue ypoBHSI TNIMKO3UWIMPOBAHHOTO TeMOTJI00UHA.

. Onpenenenue cnenudpunueckux ayroanturen (GADa, [1A2, ICA, TAA).
. buoxumnueckuit aHanu3 KpoBu (akKTUBHOCTb ANAT, AcAT, ypoBHMH

JITIBIT, JITTHII, tpurauuepuaoB, OOIIEro XoJieCTepUHA, MOYEBUHBI,
KpeaTMHUHA, MOUYeBOM KUCIOThI, C-peakTUBHOTIO OejKa).

. TiaTenbHbIN C60p aHaMHE3a — COCTaBJICHUC ICHCAJIOIrMYCCKOro ApeBa,

MpY HEOOXOAUMOCTHU O0Ce0BaHUE POAUTEIC Ha HAPYILLIEHUS YIJIeBO/ -
HOTo OoOMeHa.

. MouiekynsipHO-TeHeTUUYeCKUE UCCIeTOBAHMSI.
. DnexTpokapauorpadusi.

. Y3U opraHoB OpIOITHON MMOJIOCTH.

. Y3U opraHoB majoro Ta3za (1o MOKa3aHUsIM).

[Mpu HanMYMM MoKa3aHUN — KOHCYJIbTALMU APYTUX CHEUIUATUCTOB (O(-
TaJIbMOJIOT, HEBPOJIOT, THHEKOJIOT, TCHETHK).

[To pesynbTaTam o0OcCieqOBaHMSI OMArHO3 caxapHOro auabera, TUI
MODY?2 ycTtaHaBiuBaeTcsl HA OCHOBAaHUU CJIEAYIOIIUX KPUTEPHUEB:

1.
2.
3.
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BrrgBnenue Hapymenus yrineBogHoro oomena (CI, HTT, HI'H).
YpoBeHb TJIMKO3UIMPOBAHHOTO remMoriioonHa > 6,0%.

OTcyTcTBUE KeToalluao3a KaK B IepUOJ BbISIBIIEHUS/MaHU(eCcTalluu 3a-
OosieBaHMsI, TaK 1 B JaJbHEHIIIEM.

. Hannuue POACTBEHHUKOB nepBoﬁ nin BTOpOﬁ CTCIICHU poACTBa C Hapy-

mieHueM yriesogHoro ooMena (CJ, HTT', HT'H).

. CoxpanHas cexkpeuns: nHcynrmHa u C-mrenTuga 0oJiee yeM dyepe3 3 roma oT

YCTAaHOBJICHUA AHWAarHo3sa.

. OTcyTcTBUE ayTOMMMYHHOTO IIpoliecca (TUTPhl ayTOAHTUTE B Ipeaesax

pedepeHCHBIX 3HAYEHUU WM HEOOJbIIIOE MOBBIIIEHUE TUTPA OJHOTO U3
BUJIOB ayTOAHTUTEN).
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7. Hetr accommmanum ¢ cuctemoii HLA.
8. lmarHo3 rmoaTBepKaacTCs MpU OOHAPYKEHUM MYTallMii B TeHE TIFOKOKM-
Ha3bl.

JledyeHune

e JM€Ta C OrpaHUYEHUEM JIETKOyCcBOsieMbIX yrieBoaoB (C);

e gocratouHble ¢usmyeckue Harpy3ku (E);

e IIPpM HEIOCTATOYHONM KOMIIeHcAauW (YpOBEHb INIMKO3WINPOBAHHOTO
remoriobuHa Oojee 7,0%) BO3MOXHO Ha3HauYeHUE WHCYJIMHA,
< 0,5 en/kr/cyr. Y MalMeHTOB OTMEYAETCSI HU3Kasl YyBCTBUTEIbLHOCTDL K
nHcynuny (E).

BepgeHue nayneHta B aM6ynaTopHO-MOJINKIINHUYECKUX YCII0BUSIX

1. OcMOTp SHOOKPHHOJIOIOM — 1 pa3 B 6 MecslieB.

2. OnpezesieHUe YpPOBHS TJIMKO3WJIMPOBAHHOTO reMorjiobuHa — 1 pa3 B
6 MecslieB.

. O0mwmii aHanu3 KpoBu — 1 pa3 B rom.

. O6mwmii aHanu3 Moun — 1 pa3 B rof.

. buoxumuueckuit aHanu3 Kposu — 1 pa3 B rog.

. l'ocnuranuzauus — 1 pa3 B rof.

. BHennaHoBasl rocniutanu3aiys Mpy yBeJIMUYEHUN YPOBHS MIMKO3UJIUPO-
BaHHOTO reMorjoornHa 6osee yem 10 7,0% 1u/vau CTOMKO MOBBIIIIECHHOM
YpPOBHE IJIIOKO3BI B IniazMe (Ooziee 7,5 MMOIb/II HaTomlak U Oojee
11,1 MMOJIb/JT B TEUEHUE AHS) U/UW TIOSIBAEHUU CUMITOMOB CaxapHOTO
nradeTta (TMOaUypuUs, TTOTUANTICUS, KETOHYPHS).

~N NN kW

CaxapHbiii gua6er, Tun MODY3

IIpn nanmuun myraumu reHa HNFIA B reTepo3urore pa3BuUBacTCsS caxap-
HbII nuadet, Tun MODY3.

KnunHndyeckas kapTuHa

XapakTepHa Msrkas 0eCCUMIITOMHAas MaHMdecTalMsI, IIePBbIM IIPU3HAKOM
SIBIISICTCSI TTOSIBJICHUE TUTIEPTJIMKEMUHN TI0C]Ie ebl B pe3yIbTaTe HeI0CTaTOu-
HOTO TIOBBILIEHUSI YPOBHSI MHCYJMHAa B OTBET Ha CTUMYJISLIMIO IJIIOKO-
301t (E). JInarHo3 yale yctaHaBIMBaeTCs B MOAPOCTKOBOM BO3pacTe, OJgHa-
KO ecJIi peOEHOK POXAEH MaTepblo ¢ caxapHbIM AuabeToM, AuabeT y Hero
MOXET OBITh TUAaTHOCTUPOBAH B 3HAUUTEJbHO Oojiee paHHeM Bo3pacte (C).
XapakTepHbl TUMNEPIIMKEMUST HaTomak U Tocie ensl (mo  12,0—
14,0 mmoinb/n). Ha paHHuMX cragusx 3a0ojieBaHust npu nposeaeHnn OI'TT
HaOJIIoaeTCsl MOBBIIIEHNWE YPOBHS TIJIIOKO3bl 4epe3 2 4 Oojiee 4yeM Ha
6 MMOJIb/J1, JaXe TP HOPMaJIbHOM YPOBHE III0KO3bl HaTtomak (B). Xapak-
TEepHA TJIIOKO3YpUS TIPM OTHOCHUTEJIBHO HOPMAJIbHBIX YPOBHSIX TJIIOKO3BI B
1a3Me, Tak Kak y MaiyueHTOB HU3KUI MOYeYHbIN MOPOroBhIi ypoBeHb (B).
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[Ipy mHCyIMHOTEpanuu oIpeaesieMblil ypoBeHb C-TlenTuaa IIpu YpOBHE
MIIOKO3bl  TIa3MBI > 8 MMOJb/1 Oojiee uyem 4epe3 3 Toja Iocie
ycTaHoBieHus1 auarHosa (E).

Mmeetcs HaciaencTBeHHas MPeApacnofoXeHHOCTh K caxapHOMY auadeTy
(B ponocnoBHoii — CI2, CII1, BeISIBIEHHBIII BO BTOPOM—YETBEPTOM JIeCSI-
TWICTUM KW3HU, TakXKe 3a0ojeBaHME y IEOyIlIeK Wi 0alylleK IIocie
45 net) (C).

HaGnromaeTcss BbIpaxkeHHasi 4YyBCTBUTEJIBHOCTb K IIperaparaMm cyJbca-
HUJIMOYEBHUHBI, ITpuBoasmas K runoriukemMun (C).

3aboJieBaHue IJIUTEILHO MTPOTEeKaeT 0e3 MHCYJIMHOBOW 3aBUCUMOCTH, T. €.
0e3 KeToaluao3a B oTcyTcTBUe MHeyauHa (E), mocturaercs XOpomuid Tian-
KEeMUYECKNI KOHTPOJIb IPU HEOOJBIION H03¢ MHCYJIMHA WJIM TOJIbKO IIPU
cobmoneHnn auetbl. IlocTerneHHO 3abosieBaHME TPOTPECCHUPYET: Mociie
45—50 net TpebyeTcst Ha3HAYEHHWE MHCYJIMHA, TTOCKOJIBKY MaHKpeaTudecKas
HEIOCTaTOYHOCTh IIPOTPECCUPYET; BO3MOXHO pPa3BUTHE OCIOXHEHUI, KaK
npu CI1 (E). IIpuurHBI 3TOro MpOrpecCUpyrolero yxyameHus: GyHKIIMN
0eTa-KJIeTOK I10Ka HE ITOHSITHI.

lnaHn o6cnepoBaHns NnaymeHTa ¢ nofzo3peHnem

Ha caxapHbii gnaéet, Tun MODY3
1. OnpeneneHue YpOBHS IJIIOKO3bI B IJIa3M€ HATOILIAK M TJIMKEMUYECKOTO
npodus.

. OI'TT.

. OnpeneneHue ypoBHSI IIMKO3WIMPOBAHHOTO TeMOTJI00MHA.

. Onpenenenue cneuupuuyeckux ayroanturen (GADa, IA2, ICA, TAA).

. buoxumnueckuit ananusz kpoBu (akTuBHOCTH ANAT, AcAT, ypoBHU

JITIBII, JIITHII, tpurauuepugoB, oOlIEero xoJjieCTepuHa, MOYEBUHBI,

KpeaTMHUHA, MOYeBOU KuCaoThl, C-peakKTUBHOIO OeiKa).

6. TiarenbHBIN COOpP aHAMHE3a — COCTaBJIeHUE FeHeaJlorn4ecKoro apeBa,
IIpY HEOOXOAMMOCTH 00C/IeI0OBaHNE POAUTEICH HAa HAPYIIEHUS YIIICBOI -
HOro obmeHa.

7. MonexyasspHO-TeHeTUUEeCKHEe MCCIeI0BaHUSI.

8. DiekTpokapauorpadms.

9. Y3 opraHoB OpIOLIHOW MOJIOCTHU

10. Y3U opraHoB Mayioro Taza (1o IoKa3aHUsIM).
IIpu HanMuuy MokKaszaHUM — KOHCYJbTAlLlUM APYIUMX cHeluaaucToB (od-
TaJIbMOJIOT, HEBPOJIOT, TUHEKOJIOT, TEHETHUK).
ITo pe3syabraram oOciaegOBaHMS JOMArHo3 caxapHoro auabeTa, THUIT
MODY3 ycraHaBamBaeTCsI HA OCHOBAaHUHU CJICAYIOIINX KPUTEPUCB:
1. BeisiBienue HapyuieHuit yriieBonHoro oomena (CI, HTT, HI'H).
2. YpoBeHb TIIMKO3WIMPOBAHHOTO remMorioonHa > 6,0%.
3. OTcyTCcTBHME KeTOoalMao3a KaK B IepUO BHISIBICHMSI/MaHU(eCTAlIuN 3a-
OoJyieBaHMsI, TaK W B JaJbHEHIIIEM.

S EN O I )
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4. Hanuuuve poICcTBEHHMKOB MEPBOI UJIM BTOPOM CTENEHU POJACTBA C HApPY-
meHueM yriesogHoro ooMena (CJ, HTT, HT'H).

5. CoxpanHas cekpenys nacyanHa u C-niernrruaa 0ojiee 4eM yepe3 3 roga oT
YCTAHOBJICHUSI IMarHo3a.

6. OTcyTCcTBME ayTOMMMYHHOTO IIpoliecca (TUTPhI ayTOAHTUTE B IIpe/esiax
pedepeHCHBIX 3HAUeHUI WJIM HEeOOJIbIIOe MOBBIIIEHNE TUTPAa OQHOTO U3
BUJIOB ayTOAHTUTEN).

7. Her accoumanuu ¢ cuctemoini HLA.

8. ImarHo3 monaTBepKaaeTcd Mpu oOHapy:KeHnu myTtannii reHa HNFIA.

JledyeHue

e J€Ta C OrpaHUYEHUEM JIerKOoycBosieMbIX yrieBoaoB (C);

e ngocratouHble ¢pusmyeckue Harpy3ku (E);

e IIpM HEIOCTATOYHOM KOMIICHCAUNM (YPOBEHb TINIMKO3WJIMPOBAHHOTO TeE-
MorsiobuHa 6osee 7,0%) BO3MOXHO Ha3HauYeHUE MPErapaToB CyaIbdaHmI-
MOYECBUHBI (I03a MTOAOUpaeTCs MHAWBUAYAIbHO — HadajlbHas 103a TJIu-
OeHKIaMuAa MOXeT cocTaBiaTh 0,25 Mr 2 pasa B CyTKM) WM UHCYJIMHA,
< 0,5 en/kr/cyt (E).

BepgeHune nayneHta B aM6ynaTopHO-NOJINKIINHUYECKUX yYCII0BUSIX

1. OcMoTp 3HIOKpUHOJIOTOM — 1 pa3 B 3 Mecslia; eciv MalueHT MoJlyJyaeT

MeIMKaMEHTO3HYIO0 Teparnuio — 1 pa3 B Mecsll.

OnpeneneHue YpoBHSI INIMKO3WIMPOBAHHOTO TeMoriobwmHa — 1 pa3 B

3 Mecsia.

. O6mmii aHanu3 KpoBu — 1 pa3 B TO/.

. O6mmit ananmm3 Moun — | pa3 B TOSI.

. buoxumunyeckuii aHaau3 KpoBu — 1 pa3 B Troj.

. I'ocnuranuzauus — 1 pa3 B roa.

. BHemmaHoBas rocnuTaau3anus IIpHU YBEIMYCHUN YPOBHS TJIMKO3WIMPO-
BaHHOI'O reMorioouHa 6osiee yem 10 7,0% u/Uiau CTOHKO MOBBIIIEHHOM
YPOBHE TIJIIOKO3bl B IL1a3Mme (Oosnee 7,5 MMoib/l HaTollak U Oojee
11,1 MMOJB/NT B TeUEHUE AHS) U/WIW TIOSIBIEHUU CUMIITOMOB CaXxapHOTO
auadeTta (Moauypusi, MOJUAUIICUS, KETOHYPUSI).

N

~N N D AW

Mpyrve Buabl caxapHoro guabera, Tun MODY

MODY1 (myrauusa reHa HNF4A) xapakmepuszyemcs 6blpajceHHOil 6apua-
0eNbHOCMbI0 KAUHUYECKUX NPOsi8AeHULl — Om 0ecCUMNMOMHbBIX NPeX00SUuUX Ha -
pyuteHuil 0o ObICMPO NPOSPECCUPYIOUUX CUMNIMOMAMUYECKUX (POPM C B03MOIC-
HbIM pazeumuem Kemosd, HepeOKo Ha (hoHe odicupeHus. XapaKmepHa HU3KAs
NeHempPaHmMHOCMb MYMAHMHO20 2eHd.

IMamuentsl ¢ myranusamu rena HNFIB (MODYS5) uMeloT comyTCTBYIO-
U MOJUKUCTO3 MTOYEK, KIMHUYECKUE TTPOSIBJIEHUS] KOTOPOI'O KOJIEOII0TCS
OT HE3HAYUTEJbHBIX HapyLIeHUN (PYHKUMU ITOYEK IO TSKEJIOM YpOreHU-
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TaJIbHOM MaTOJIOTUM, YTO JAeJacT 3Ty popMy 3abojieBaHUSI Hauboiee TsXKe-
Jioii. 3aboJjieBaHME MOYEK HEPeIKO IIPeAIIeCTBYeT Pa3BUTUIO CaXapHOIO
nurabera. Y poACTBEHHMKOB OOJBHOIO YacTO BBISIBIISIETCS MATOJIOTUS TTOYEK
C BO3MOXXHBIM Pa3BUTHEM ITOYECYHOI HEJOCTATOYHOCTH. [Ipyrue sKcTpamnaH-
KpeaTHyeCcKMe TMPOsIBCHUs BKJIIOUAIOT MOPOKU Pa3BUTUSI MATKU U HapyX-
HBIX IIOJIOBBIX OPTaHOB, ITOBBIIICHNE AKTUBHOCTH MEYEHOYHBIX (DEPMEHTOB,
MOJarpy, MOBBIIICHHYIO 3KCKPELMI0 YPaTOB C MOYOM, KeIyIOUYHO-KHUIIET-
Hble HAapyILIeHWs TUIA CTeHO3a MpuBpaTHUKa. CaxapHbIii uadeT penaKo pas-
BUBaeTcsa 1o Bo3pacta 10 jer. MexaHU3M pa3BUTHUS caXapHOTO nuabera —
KOMOMHAIIS TIeYeHOYHOM MHCYJIMHOPE3UCTEHTHOCTU U TUChYHKINY OeTa-
KJIETOK. YXyalleHue (PyHKIMMU OeTa-KJIETOK Iporpeccupyer ObICTpee, YeM
npu nuadere, BEI3BAHHOM MyTanusaMmu reHa HNFIA; Bo3MoxeH nuabdbeTnye-
CKMI KeToallMI03; OTCYTCTBYEeT UYBCTBUTEJIBHOCTh K IIpeIiaparaM CyJbga-
HUJIMOYEBMHBI. MHOI'ME TAallMEHThl B KOHEYHOM CUeTe HYXIalTCs B MHCY-
JIMHE.

MODY4 (myrauug reHa IPF-1) — HauMeHee u3yyeHHast popma BCle-
CTBUE €€ PEeIKOCTU, MaHU(PECTUPYET OOBIYHO B OOJiee MO3AHEM BO3pacTe,
ot 17 1o 60 net u crapiue. [Tpy roMo3uroTHbix Mmytauusax /PF-1 Habmona-
eTcs BpOXJeHHasd (hopMa caxapHOTO auabeTa ¢ areHe3Wel MOMKEIya04u-
HOM XeJie3bl U Pe3KO BbIPAXKEHHBIMU TPOSIBICHUSIMU CUHAPOMa MaJibald-
copOoLUU.

[ eHeTn4eckmne CMHOPOMbI,
aCCOLMMNPOBAHHbIE C CaxapHbIM
oabeTom

Cunpapom Bonbchpama (DIDMOAD-cuHgpom)

Cpeay CMHAPOMOB, acCOIMUPOBAHHBIX C CaxapHbIM ArMabeToM, HauboJjee
yacTo BCTpeyaercsl cuHapoMm Bonbdpama. DTo TsaKenoe nereHepaTUBHOE
HACJIEACTBEHHOE 3a00JIeBaHNE ¢ ayTOCOMHO-PELIECCUBHBIM TUIIOM HAC/IEI0-
BaHUS U MPOTPECCUPYIONIUM TeYeHNEM, KOTOPOe BKJIIOUYAET B CeOsl YeThIpe
OCHOBHBIX cocTapisomux: CI, HecaxapHblIil 1MabeT, aTPOPUIO 3PUTETBHBIX
HEPBOB 1 HEMPOCEHCOPHYIO TYTOYXOCTh. B 0cHOBe 3a00J1eBaHMS JICKUT MY-
Tanus reHa WES, kogupyolero 6ej10K BoJib(paMyH.

Knunuyeckas KapTuHa

KnuHuyeckast KapTMHa CUHIpOMa AOBOJIbHO BapuadeibHa; CYIIeCTBYET He-
nomHast ¢opma DIDMOAD-cuHapoma, xapakTepusylomascs TOJbKO ca-
XapHBIM OuabeToM U aTpodueil 3pUTeNbHBIX HEpBOB, M TOJHas dopma,
BKJII0Yalolas B cebs Bce YeThIpe cocTaBistomue. HeodXoauMbIM 1 gocTa-
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TOYHBIM KJIMHUYECKUM KpUTEpUEM IS MOCTaHOBKM auarHoza DIDMO-
AD-cuHnpoma SIBAsIETCS COYETaHME caxapHOro auabdera U atrpouu 3pu-
TeJIbHOTO HepBa, pa3BUBIIMXCS OO0 Bo3pacTa 16 jerT.

OCco0eHHOCTH TeYeHUsI caxapHoro auadera npu cuHapome Boabdpama:
e pa3BMBAETCs BCAEACTBME aIlOINTO3a OeTa-KJIETOK;

e BCeraa MHCYJIMHO3aBUCUMBIN;

e OTIMYACTCS OoJiee JIETKUM TeYeHHEM C MSTKMM HadvajioM, XOpOIIeil KOM-
rneHcalyein 1 HeOOJIbIIONH MOTPEOHOCThIO B MHCYJIMHE;

e HE HOCUT ayTOMMMYHHOIO XapaKTepa;

e COCYIUCTBIE OCJIOXKHEHUSI HaOJIOMAIOTCS PEIKO.

Jleuenune caxapHoro nuabera — WHCYJIMHOTEpanusi B MHTEHCU(DULIMPO-
BaHHOM pEXXIUME.

Yacro BcTpevaromuiicss KOMIIOHEHT CUHApOMa — MOpakeHWe MOYEBbBIIC-
JINTEJIbHOM CUCTEeMBbI (aTOHUSI MOYEBBIACIUTENBLHON CUCTEMBI). Pa3BuBaeT-
cd, Kak TIpaBWIoO, B Oojiee mo3mHue cpoku (rmocie 20—30 yreT) m yxyaiiaeT
IIPOTHO3.

K Gonee penkum mposiBleHUSIM CUHAPOMa OTHOCSITCS HEBPOJOTUYECKUE
CHUMIITOMBI, TaKMe KaK CTBOJIOBAsl aTaKCHsl, MUOKJIOHAIbHBIC CYIOPOTH, TS-
JKeJIble aITHO® LIEHTPAJbHOTO TeHe3a M clIaboyMue.

ITporuno3 nmpu DIDMOAD-cunapoMe HeOGIaronpusITHBIN U3-3a Pa3BUTUS
CJICTIOTHI, TYTOYXOCTH, TSDKEJIBIX IMOYEYHBIX M HEBPOJIOTMUECKUX Hapylle-
Huil. CpenHsisl IPOAOJIKUTEIBHOCTD XKU3HU cocTaBiseT 30—40 Jert.

Taktuka Benmenust OosbHOoro mnpu DIDMOAD-cuHapoMe ormnucaHa
B TaOI. 8.

Tabnuua 8. Taktuka BegeHus 60nbHoro ¢ DIDMOAD-cUHAPOMOM

ITaToaorus Haomonenne  Yacrora HaOomo-  Ilemn

crnemMajucTa  JaeHus (pa3 B rom)
CaxapHbIit DHOOKpUHOJOT 3 KommneHcauust yriieBomHOTO oOMe-
nuader Ha, oOyuyeHHe B ILIKOJIE CAMOKOHT-

poOJid, CBOEBPEMEHHAsA KOPPEKLUA
Teparnuu, CKpUHUHT OCJIOXKHEHU I

Hecaxaphsbrit DHOOKpUHOJOT 3 PaHHsAS AuarHocTMKa HecaxapHOTO

nuaoet nuabeTa U CBOEBpeMEHHas Tepa-
nus npenapatamu AL, perynsip-
Hasl KOPPEKIMS Teparu

Atpodus Odranpmonor 3 Pannsas auarHoctuka arpodun
3PUTETBLHOTO 3PUTEJIbHBIX HEPBOB, Ha3HauUeHUE
HepBa MOLAEPXUBAIOLIEN HENPONPOTEK-

TOPHOI Tepanuu; HabIoaeH e B
OT/IEJIEHUU KOPPEKLIMOHHOMN mena-
TOTMKH, CBOEBPEMEHHOE O0yueHue
o cucteme bpaiins
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Tabnuua 8 (okoH4aHue). TakTuka BegeHus 60nbHOro ¢ DIDMOAD-cuHgpomom

ITaToaorus Haomonenne  Yacrtora Haomo-  Ilean
cnemuaaucTa  jAeHus (pa3 B rom)
HeiipoceHcopHas Cypnojior 2—3 PaHHsIs1 AMarHocTUKa HEHpOCeH-
TYTOYXOCTh (oTosTapuH- COPHOIi TyrOyXOCTH, Ha3HaYeHUe
TOJIOT) TMOAJIEPXKUBAIOLICH HEUPOIpOTeK-

TOPHOM Tepanuu; CBOEBPEeMEHHOE
MPOBeICHUE anmnapaTHOro Wiu
OIIEepaTUBHOTO CITyXOIPOTE3UPOBa-
HUSI; HAOJIOeHNE B OTICICHUN
KOPPEKLMOHHOM Meaaroruku

IMopaxenue moue-  Yposor/ 2—3 Y3U opraHoB MOYEBBIIEIUTEIb-
BBIICJIUTENIBHON CH- Hedposior HOIl cucteMbl 2—3 pasa B rof, 1o
cTeMbl (THIpOHED- HEOOXOIUMOCTH JOTIONHUATETBHOE
pO3, aTOHUST MOUe- yPOJIOTHYECKOE 00CIeI0BaHME,
BOTO TIy3bIpsI) CBOEBpPEMEHHAs! KaTeTepr3alust

MOYECBOTO ITY3bIps

IMopaxenue LIIHC  Hesposor 2—3 MPT ronoBHOro Mo3ra, CUMIITO-
(mupaMuaHbIe . MaTUYECKOe HEeBPOJOTUYECKOE Jie-
Heiliponcuxo-  Ilo mokazaHusm

HapylleHUsI) yeHue
JIOT, TICUXMATP

YyBcTBUTENbHAA K TUAMMHY Merano6nacTtHana aHemus
(cunppom Popxepa)

YyBcTBUTEIbHAS K THAMUHY MeTajo0iacTHas aHeMUSI — PEeAKUI peLiecCrB-
HBII TeHETUYECKU CUHAPOM, KOTOPBII XapaKTepHU3yeTcs] MeTaJo0IacTHOM
aHeMueil ¢ paHHUM HayaJioM, YyBCTBUTEJIbHOI K TMaMUHy. OHa accouuu-
pyeTcsl ¢ caxapHbIM AUa0ETOM U HEMPOCEHCOPHOM TlyXxoToii. B ocHOBe CUH-
apoma aexut mytauust reHa SLCI9A2. CaxapHblii auabeT, KOTOPbIA MO
CBOEH MpUpOIE XapaKTepu3yeTcss HEAOCTATOUHOCTBIO MHCYJIMHA, Y HEKOTO-
PBIX TTAIIMEHTOB AEMOHCTPUPYET PEeaKlUi0 Ha TMAMMH, XOTs B IOJTOCPOY-
HOW TepCIieKTUBE Y BCeX MalMeHTOB pa3dBUBAETCS MOTPEOHOCTb B MHCYJIM-
He (C). I'myxoTa 4yBCTBUTENBLHOCTHIO K THAMMHY He 00JiamaeT.

MuToxoHApManbHbIA caxapHbIn auabeT

Ilepenaua ot matepu mutoxoHapuanbHoit JJHK (mtDNA) ¢ Myrauusmu
WINA JeJCUUSIMU MOXKET MPUBOIUTH K YHACIEAOBAHHOMY IO MATEPUHCKOM
JIMHUM CaXapHOMY OUa0eTy, XOTS OOBIYHO 3TO MPOSIBIISICTCS HE B JETCKOM
BO3pacTe.

MMUTOXOHIPUATILHBIA CaXapHbBIA IMA0ET Y4acTO acCOLIMUPYETCS ¢ HEeMpo-
CEHCOPHOM INIyXOTO# M HU3KMM POCTOM. [laHHAas pa3HOBUIHOCTh CaXxapHO-
ro auabera XapakTepH3yeTcs IIPOTPECCUPYIOIEH HEA0CTaTOYHOCThIO Oc-
Ta-KJIETOK, He HOCSIIEH ayTOMMMYHHOTO XapakKTepa, U Y OOJbHOIO 3a KO-
POTKOE BpeMsI MOXKET Pa3BUTHCSI MOTPEOHOCTb B MHCYJIMHE.
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Cuvnppom AnbcTpema

CungpoMm AnbCTpeMa — 3abojieBaHMe, Iepelalollieecss ayToCOMHO-peLec-
CHBHBIM IyTeM. B cocTaB cuHIpoMa BXOIST: DUCTPO(MUS CeTIATKH, HEpo-
CEHCOpHAs TYroyXoCTh, paHHee OXUpeHMe (B BO3pacTe 10 roja), caxapHbIid
IuabeT, TUIePIUIUACMUS, KapAMOMUOIIATHS, [1aTOJI0rus reuyeHu. Pacmpo-
cTpaHeHHOCTb cocTaBisier MeHee 1:100 000.

[Iporpeccupytomas auctpodust KoadoyeK ceT4aTKU BhI3bIBACT HUCTAIM U
CBETOOOS3Hb, HAOTIOJAOIIMECS C TPYIHOTO BO3pACTa, U MPUBOIUT K CJIETIO-
T€ BO BTOPOM IECSATWJICTHHU KW3HU, IJyXOTa pa3BUBACTCS YK€ B JIETCKOM
Bo3pacTe. Bo3MoxkHa auiaTalliOHHAas KapaIMOMUOMATHsI, KOTOpasi MOXET
Pa3BUTHCS B JIIOOOM BO3pacTe, HAYMHAS ¢ TPYAHOro. BBICOK pUCK pa3BUTUS
OCTpPOI KapaAMOMHUOIIATUH C JIETAIbBHBIM MCXOIOM B JIFOOOM Bo3pacte. OxXKu-
peHME TaKKe Pa3BUBAETCs B TPYIHOM BO3pacTe, a caXapHbIid AMadeT ¢ BhIpa-
>KEHHBIM TUIEPUHCYJIMHU3MOM U MHCYIMHOPE3UCTEHTHOCTBIO BO3HUKACT Y
70% malUeHTOB BO BTOPOM—TPEThEM ICCATWIECTUM XU3HU. KinHuuecku
ornpeaensiioTcss acanthosis nigricans, aprepuajibHas TunepreHsus. Yacro
BCTPEYAIOTCSI CTEATO3 MEYCHU, TUIIOTUPEO3, Y OOJBHBIX MYKCKOTO ITojIa —
TUIIOTOHAMOTPOITHBI TUIIOTOHAAM3M. XapaKTepHa MaKpOaJbOyMUHYPUSI,
pa3BUBAIOIIASICS BO BTOPOM ACCSITUJIETUU KU3HMU.

JleyeHue TpebyeT MEXIUCLUITIMHAPHOTO noaxoaa. Ha HavyanbHOM 3Tame
BO3MOXHA Teparusl caxapHoro AuadeTa, XapaKTepU3yIOIIerocss MHCYJIUHO-
PE3UCTEHTHOCTHIO, IpernapataMu MeT(pOpMUHA; TIPU OTCYTCTBUM JTOJIKHOM
KOMIIEHCALIMU 3a00JIeBaHKMS Ha3HAYAeTCs MHCYJIMHOTEPAIIHSI.

CUMHAPOMbI C UHCYJIMHOPE3UCTEHTHOCTbIO:
MHCYJIMHOPE3UCTEHTHOCTb TUNna A, nenpe4yayHusm,
cunapom Pa6coHa—MeHpgeHxonna, nunoauctpodus

KitoueBbIMU OCOOEHHOCTSIMU BCEX CHMHIPOMOB C MHCYJIMHOPE3UCTEHTHO-
CTBIO ABJISTIOTCS aKaHTOKepaToaepMus (acanthosis nigricans), M30BITOK aHII-
POreHOB M 3HAYMUTEIbHO MOBBIIIEHHBIA YPOBEHb MHCYJIMHA B OTCYTCTBUE
oxupeHus. Yem TsoKesee MHCYJIMHOPE3UCTEHTHOCTh M Ye€M paHbIle OHa
BO3HUKAET, TeM 0oJjiee BeposiTeH caxapHblili nuadeT (C).

Hnst cunapomMa JIoHOXbIO (Ipyroe Ha3BaHWE — JIETIPEYayHU3M) XapaKTepPHbI
TsDKeJIasl 3a1epKKa BHYTPMYTPOOHOIO Pa3BUTHS, TTOJHOE OTCYTCTBUE MOIKOXK-
HOI >KMPOBOM KJIETYATKX MPU POXKICHUU, JTULIEBOM AUCMOPDU3M («3b(oI1o-
JOOHOE JIMLIO» C OOJIBIIMMMU IAPOBUAHBIMU TJ1a3aMU, OTTOMBIPEHHBIMU YIlIa-
MM M MMKPOTHATHEi), B3AYThII XXMBOT M HapylleHHe TOMEeoCTas3a IJIIOKO3bI,
XapakTepusylolleecsl TMNONIMKEMME HATOILIAK W TUIEPIIMKEMMER Iocse
enbl. OObIMHO OOJbHBIE MOTMOAIOT B MEPBbIe 2 roaa >KU3HMU.

st cunapoma PabcoHa—MeHaeHxo1a XapaKTepHbl JUCILIa3Us 1eCeH U
3y0O0B, OBICTPbII POCT HOITE U TUPCYTU3M. Y MALIMEHTOB pa3BUBAETCs MPO-
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TPECCUPYIOLIMIA caxapHbI IMabeT ¢ KeToalUI030M; OOJIBLIMHCTBO OOJbHBIX
JIOXXMBAIOT A0 MOAPOCTKOBOro BO3pacTa.

MHCYIMHOPE3NCTEHTHOCTD TUIIA A pa3BUBAETCS MPEUMYIIECTBEHHO Y JIe-
BYIIEK-TTOAPOCTKOB. [ToMUMO TSKE10if MHCYJIMHOPE3UCTEHTHOCTH HaOITI0-
JAlOTCsI IPOSIBJICHUS TUIIepaHApOoreHuy 1 acanthosis nigricans. CTeneHb ru-
MepPaHIPOTeHUMN MOXKET OBITh Pa3HOM — OT MSTKOTO TMPCYTHU3Ma 10 TshKe-
Joii Bupmian3auuu. CaxapHbIii [ua0eT WM HapylIeHHasl TOJEepaHTHOCTh K
[JIIOKO3¢ — OJHU M3 HauOoJiee MO3MHUX IPOSBICHUI CUHAPOMAa U MOTYT
OBITh KOMIIEHCHUPOBAHbI MET(OPMIUHOM.

Tsokenas MHCYTMHOPE3UCTEHTHOCTD C TPYAOM ITOIaeTCs JISYEHUIO; Y 00JTb-
IIAHCTBA TMAlMEHTOB C TAKUM CaXapHbIM ITMA0ETOM IIJIOXOM TTTMKEMUYECKUIA
KOHTPOJIb 1 YacTo pa3BuBaroTcst ociaoxHeHus (C).

[TpuMeHsIOTCS TIpenapaThl, OBBIIIAIONINE YYBCTBUTEIBHOCTD K MHCYJIU-
Hy, HampuMep MeT(hOPMHMH, HO IMPU OCOOEHHO TSXKEIOW MHCYJIMHOPE3U-
CTEHTHOCTU MX 3(P(PEKTUBHOCTH OrpaHnYeHa. [JTaBHBIM HaIlpaBICHUEM JIe-
YeHUsI OCTACTCsI MHCYJIMHOTEPAINsT; OOBIYHO TPeOyeTCsl MCIOIb30BaHUE H-
cynuHa (500 En) u nHcyauHoBwix omIl (E). B ciyyae yacTUuHOM JTUMIOAN-
CTpoUU MOJTOXKUTENIBHBIN 3PMEKT MOXET JaTh MeT(OPMUH, U Ha PAaHHUX
CTamUsIX MOXHO oboiiTrch 6e3 nHcyarHa (C). I1pu reHepaM30BaHHOM JU-
MOAUCTPO(GUU MOXET pa3BUTHCS TsKesask JeKOMIeHcalus auabera, moaTo-
My TIOIIBITKHY JIEUCHUSI OMTyaHUAAMM MOTYT IIPEANPUHUMATHCS TOJIHKO B Ha-
YUYHO-UCCEA0BATEIbCKNX YIPEXKICHUSIX.
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I AeHeHWo

CaxapHoOro AnabeTa
TNa 2

V AeTel 1 NOAPOCTKOB



CnMCoK coKpaLLeHu

AJl — apTepuajbHOE AdaBJIeHUE

ATAT  — amanmHaMUHOTpaHCcdepasza

AcAT — acrnapraraMuMHoTpaHcdepasa

AIID — AHTMOTEH3MH-TIpeBpallaloni GpepmMeT

I'TTH — YPOBEHb IJIIOKO3bI B ITJIA3M€ HATOIIAK

KKT — XKEJYAOYHO-KUIIEYHBbIA TPAKT

NPU — WHJEKC MHCYJIUHOPE3UCTEHTHOCTHU

JITIBIT — nunonpoTeuabl BbICOKOW MIOTHOCTHU

JIITHIT — nunonpoTteuasbl HU3KOH IUIOTHOCTH

MPT — MAarHUTHO-pe30HaHCHas ToMorpadus

HAXKIIT — HeanKorojibHas KUpoBask AUCTPOdus MeyeHu

HI'H — HapyLICHHAas INIMKEMUS HATOLIAK

HTT — HapylleHHue TOJEPAaHTHOCTU K TIIIOKO3€e

OI'TT — opajbHBI TECT HA TOJEPAHTHOCTbH K IIIOKO3e

PKHA — paHAOMU3UPOBAHHbIE KIMHUYECKUE UCCIEI0BaHUS

Cl — caxapHbIll 1uabdeT

Cal — caxapHblii nuabet tumna 1

Cl2 — caxapHbIii [uabeT Tvumna 2

CIIKSd — cuHIpOM TMOJMKHUCTO3HBIX TMYHUKOB

T — TPUIALEPUIbI

Y3Uu — YJBTPa3BYKOBOE MCCIEIOBAHUE

DKTI — aJieKTpoKapauorpagus

HLA — AHTUTEHBI IJTaBHOTO KOMILUIEKCA TMCTOCOBMECTUMOCTHU YEI0BE-
ka (human leukocyte antigens)

MODY — ronomeckuii nuader B3pociaoro tuma (maturity-onset diabetes

of the young)
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MeTononoruga

MeTtopl, HCNOJIb30BAHHBIE IS cOOpa/CesleKMU T0KA3aTeNbCTB:
e TIOMCK B DJIEKTPOHHBIX 0a3ax ITaHHBIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeToabl, UCNO/Ib30BAHHDIE ISl OIIEHKH KAYeCTBA M CUJIbI 0KA3aTelbCTB:
e KOHCEHCYC 9KCIEPTOB;
e OIlIEHKA 3HAYMMOCTHU B COOTBETCTBUMU C PEUTUHTOBOU cxeMoii (Tadi. 1, 2).

Tabnuua 1. PeliTuHroBas cxema ans OLEHKN CUMbl PEKOMEHALNIA

YpoBHu n0Ka-
3aTebCTB

Onucanue

1++

1+

24+

2+

MeTaaHain3bl BBICOKOTO Ka4eCcTBa, CUCTEMaTUYECKUE 0030pbl PAaHIOMU3UPO-
BaHHBIX KoHTposmupyembix ucciaenoBanuii (PKW) nnmu PKU ¢ ouens HU3KUM
PUCKOM CHCTEMATUYECKUX OLIMOOK

KayecTBeHHO MpoBeAeHHbIE MeTaaHAIM3bl, cUcTeMaThuueckue oo3opbsl PKU
wii PKHM ¢ HU3KMM PUCKOM CHUCTEMATUYECKUX OLIMOOK

Metaananusbl, cucremarnueckue 063opsl PKU winm PKW ¢ Bbicokum puc-
KOM CHCTEeMaTUYEeCKHUX OUIMOOK

BbicoKOKaueCTBEHHbIE CHUCTEMAaTUYECKUE 0030pbl UCCIIENOBAHUMN «CTydail—

KOHTPOJIb» JIMOO KOTOPTHBIX MCCIeI0BaHUM. BricOKOKauecTBeHHbIE 0030pbI
MCCIIEN0BAHMI «CITy4aii—KOHTPOJIb» MM KOTOPTHBIX UCCIIEOBAaHUI C OYEHb
HU3KAM PUCKOM 3((HEKTOB CMEIMBAHUS WM CUCTEMAaTUYECKUX OIIMOOK 1

CO cpeHell BepOSITHOCTbIO MTPUUMHHO-CISICTBEHHOW CBSI3U

Xopol1I0 MPOBeIeHHbIE UCCASIOBAHUS «CIIy4all—KOHTPOJIb» WIM KOTOPTHBIE
MCCIIeA0BAaHMSI CO CPETHUM PUCKOM A(DGhEKTOB CMEIIMBAHUS WIM CUCTEMAaTH-
YECKUX OLIMOOK U CpeaHeil BEepOSTHOCTbIO MPUUMHHO-CIIEICTBEHHON CBSI3U

UccnenoBanus «ciydyali—KOHTPOJIb» MU KOTOPTHBIE MCCIIENOBAHUS C BBICO-
KM pUCKOM 3(h(HEKTOB CMEIMBAHUS UIN CUCTEMATUIECKUX OIIMOOK M CO
CpeHE BEPOSTHOCTHIO MMPUYMHHO-CJIEICTBEHHON CBSA3U

Heananutuyeckue uccienoBaHust (HalpuMep: OMMCaHKe CIydaeB, CepHii
cJIyJaeB)

MHeHue 3KCIepToB

MeToapl, UCTIOIb30BAHHbIE /IS AHAJIN3A JI0KA3ATEIbCTB:
e 0030pHI MyOJIMKYyEMbIX METaaHAIU30B;
e CcrCTeMaTU4YecKre 0030phl ¢ TabaMIaMU J0KAa3aTeJIbCTB.
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OnucaHne MeTOA0B, UCNOJIb30BAHHBIX IS AHAJIM3A J0KA3aTeIbCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTuHroBas cxema Ans OLEHKN Ka4yecTBa PeKoMeHaaLnii

Cuna  Onucanume

A [To MeHbIIIelf Mepe oIvH MeTaaHaIM3, cucTeMaTnyeckuii 063op mim PKU, oneHeH-
Hble KaK |4+, HAMpsSMYI0 MPUMEHUMBIE K LIeJIeBOI MOMYJISIUU U JEeMOHCTPUPYIOIINe
YCTOWYMBOCTDb PE3Y/IbTATOB.

Jlubo Tpynma 10Ka3aTeJIbCTB, BKIIIOYAOIIAsl pe3yJIbTaThl NCCIeIOBAHMI, OIICHEHHbBIE
Kak |+, HAIpsSIMyIO MMPUMEHUMBIE K 1IeJIeBOM TMOMY/ISLIUNA U IeMOHCTPUPYIOIINe 00-
LIYIO YCTOMYUBOCTb Pe3yIbTaTOB

B ['pynna noka3aresbCTB, BKIIOUAIONIAsT PE3yJIbTaThl UCCASA0BAHMM, OLEHEHHbIE KakK
2++, HampsIMyIO TIPUMEHUMBIC K 1IeJIEBOI TTOITYJISILIMU U IEMOHCTPUPYIOIINE OOIIYIO
YCTOMUMBOCTb PE3YJIbTATOB.

Jlubo noxaszaTebCTBa, IKCTPAIIOIMPOBAHHBIC M3 UCCIEI0BAHUIA, OLICHEHHBIX KaK [++
wm 1+

C ['pyrma moka3aTenbCTB, BKIIOUAIOIIAsT Pe3yIbTaThl UCCIEI0BAHMI, OLECHEHHbIE KakK
2+, HANPSIMYIO TMPUMEHUMBIE K 11€JIeBOM TOMYJISILAA U IEMOHCTPUPYIOIINE OOIIYIO
YCTOMYMBOCTb PE3Y/IbTATOB.

Jlubo J0Ka3aTeJIbCTBa, 3KCTPAIIOJINPOBAaHHBLIC U3 HCCHGHOB&HHﬁ, OLICHEHHBIX KaK 2++

E JlokazaTenbCcTBa YPOBHS 3 uiu 4.

JIu6o noxasarejbCTBa, SKCTPAIIOJMPOBAHHbBIE M3 UCCIIENOBAHMIA, OLEHEHHBIX KaK 2+

Nunuxkatopsl Hamiexameii npaktuku (Good Practice Points — GPPs)

PexomeHnnyemass Hamjiexallasi mpakTuka 0a3upyeTcsl Ha KIMHUYECKOM
OIbITE YJIEHOB paboyeil IrpymIibl 1Mo pa3dpadboTKe peKOMEHAALUA.

DKOHOMUYECKHIi aHAIN3

AHanM3 CTOMMOCTU HEe MPOBOJAMIICS, M MyOIMKALMU T10 (PapMaKO3IKOHO-
MUKEe He aHaJIM3UPOBAJICh.

MeTtoabl Banmuan3aly PeKOMEHIALINIA:
e BHEIIHSIST SKCIIEPTHAST OLIEHKA;
e BHYTPEHHSISI 9KCIIEpTHAsI OLICHKA.

Onncanue MeTOOB BAIMIU3ANNN PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA pELIeH3M-
POBaHBI HE3aBUCUMBIMHU 3KCIIEPTAMM, KOTOPBIX MOIPOCUIN IIPOKOMMEHTH -
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poOBaTh MpeKae BCEro TO, HACKOJIbKO MHTEPIIpeTaLus JOKA3aTebCTB, JeXa-
IIMX B OCHOBE PEKOMEHIAIIMA, JOCTyITHA /s TIOHMMAaHMSI.

[TomydeHbl KOMMEHTApUM CO CTOPOHBI Bpauell IIepBUYHOIO 3BeHA U yda-
CTKOBBIX MEAUATPOB B OTHOILLUEHUU JTOXOAUMBOCTU M3JIOXEHUS PEKOMEHIa-
LM ¥ OLIEHKU BaXKHOCTH PEKOMEHIalldil KaKk paboyero MHCTpyMEHTa IMO-
BCEIHECBHOU MPAKTUKMU.

KoncyabTauum v 3KcnepTHas OlleHKa

[TocnenHue U3MeHEHMST B HACTOSIIIIMX PEKOMEHIAIUSIX ObLTU B TIpeaBapu-
TeJIbHOI BEPCUM IIPEACTaBICHBI WIS AucKyccun Ha KoHrpecce sHIOKPUHO-
JoroB 20—22 masg 2013 r. (MockBa), Ha KOH(pEpeHLMIX JETCKUX SHI0KPU-
HojoroB 22—23 wions 2013 r. (ApxaHrenbek) U 5—6 cenrssops 2013 r. (Co-
yn). [IpenBaputeabHast Bepcusl BhICTaBIeHA IS IIMPOKOIO OOCYXIeHUs Ha
caiitte ®I'bY DHII, njisg Toro 4ToOkI JIKlIa, HE yY4aCTBYIOIIME B KOHTpecce 1
KOH(pepeHLUsIX, UMeIN BO3MOXHOCTb MPUHSATh Y4acTHE B OOCYXXACHUU U
COBEPIIIEHCTBOBAHUU PEKOMEHIALIUIA.

ITpoexT pekoMeHaalMil OyaeT pelleH3MPOBaH TakKe HE3aBUCUMBIMU 3KC-
rnepTaMu, KOTOPbIX MOIMPOCUIU MTPOKOMMEHTUPOBATh MPEXKIAE BCETO JOXO/-
YUBOCTh M TOUYHOCTb MHTEpIIpEeTAallUM AoKa3aTeJbHOI 0a3bl, Jiexkalleil B
OCHOBE pEKOMEHIALINIA.

Pa6ouag rpynma

[ oKoHYaTeIbHOM pedaKlMy M KOHTPOJII KauyecTBa PeKOMEHIAIUN Oy-
JyT MOBTOPHO MpOaHaIU3UpPOBAHbI YeHaMU pabouyeil rpyIIbl ¢ LEeblo yI0-
CTOBEPUTHCS, UYTO BCE 3aMeYaHUsI U KOMMEHTapUU SKCIEPTOB MPUHSTHI BO
BHMMaHHUE, PUCK CHUCTEMAaTUYECKUX OIIMOOK ITpM pa3pabOTKe peKOMEHIa-
LU CBeAeH K MUHUMYMY.

Cuna pexoMeHgaiuit (A—E) npuBoguTcs: mpy U3NIOXEHUU TEKCTa peKo-
MEHIALNA.

Onpepenenne, anarHoCTUYeCcKne
KpUTEPUM 1 KIaccudomkaLums
caxapHoro grnabeta

Caxapubiii quader (C/1) — sTroOrMyecKy HeOAHOPOAHAs IpyIia MeTabo-
JINYEeCKUX 3a00JIeBaHMII, KOTOPhIE XapaKTepPU3YIOTCS XPOHUUECKOU THUIIep-
TIMKeMueld, o0yCI0BIeHHONW HAPYIIEHUSIMU CEKPELIMU WU AeMCTBUSI MHCY-
JIMHa 1o coyetaHueM 3Tux HapyieHuil. [1pu CJI oTMeuaroTcst Hapyle-
HUSI YIJIEBOTHOTO, XKMPOBOTO M OEJIKOBOIO 00OMEHa, KOTOPhIe O0YCIIOBJICHBI
HapyllleHUeM JAeHCTBUSI MHCYJIMHA Ha TKaHU-MUILIEHMU.

[Monasnstoniee 6oapmnHCTBO (90%) Beex ciiyyaeB caxapHoro nuabera B
JIeTCKOM M MOAPOCTKOBOM BO3pacTe IMPUXOAUTCS Ha CaXapHBII 11abeT TH -
na 1 (C[A1), koTopblii XxapakTepu3yeTcsl aOCOTIOTHON HEAOCTaTOUHOCTHIO
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WHCYJIMHA, BBI3BAHHON pa3pylleHHueM OeTa-KJISTOK ITOIKEIyIOUHOM XKe-
JIe3bl.

CaxapHsblii 1uadet He 1-ro THIAa — 3TO HapylIeHUE YIJIEBOIHOTO OOMEHa,
pa3BUBILIeeCs BCJIEACTBME HE COOTBETCTBYIOIIEH IMOTPEOHOCTSIM Opra-
HU3Ma CEKpEeLMM MHCYJIMHA. DTO MOXET OBbITh CBSI3aHO ¢ MHCYJMHOPE3M-
CTEHTHOCTBIO, HEAOCTATOYHBIM YPOBHEM CEKPELMU HMHCYJIMHA, Hapylle-
HUEM Mpoliecca ero CeKpeluu, BPOXIEHHOW HEeCOCTOSITeJIbHOCTbIO Oe-
Ta-KJIETOK.

AuarHocTuyeckue Kpurepum

JuarHocTUyeckre KpUTEepUMr caxapHOro nuadeTa OCHOBBIBAIOTCSI HA M3Me-
HEHMHU YPOBHSI IJIIOKO3bI IUIa3Mbl M Ha HAJIWYUM OO OTCYTCTBUM XapaK-
TepHbIX cuMIToMOB (E).

CyllecTBYIOT TpU crHocoba J1abopaTOPHOI AMArHOCTUKM caxapHOIro Aua-
Oera (Tadm. 3).

Tabnuua 3. Kputepum fuarHocTukn caxapHoro gua6era (ISPAD, 2009)

XapakTepHble CUMIITOMBI B COYETAHUM CO CJIYYaliHbIM BBISIBICHUEM YPOBHS TJIIOKO3bI B TLIA3-
Me > 11,1 mmounb/n?. CiyuaifHbIM CUMTAeTCS BBISBICHME B JIIOOOE BpeMsi AHS 6e3 yuera Bpe-
MEHHU, TIPOILEIIIEro MMOCje MOCISTHEro MprueMa MUIIn

unu

YpoBeHb ITI0KO3bI B MJ1a3Me Haroluak > 7,0 MMOJ'[L/)'I6. CocTosiHue HaTOoILAK OIpeaessieTcs
KaK TpueM MUy 8 4 Ha3am u Oojee

uau

YpoBeHb ITI0KO3bI B MJ1a3Me yepe3 2 U Mocjie Harpy3Ku Mpy MpOBeIeHUU OPaJIbHOTO TecTa Ha
ToJIepaHTHOCTh K Toko3e (OI'TT) > 11,1 mMonb/n. [t HAarpy3Ky MCIIOJIb3yeTCsI SKBUBAJIICHT
75 r 6e3BOJHOI ITIOKO3bI, PACTBOPEHHOI B BoJe (miu 1,75 r/Kr 10 MakKCUMaJbHOM 103bI 75 T)

* Jlnsg KanwuIsIpHOM I1eIbHOM KpoBu > 11,1 MMosb/i, Asi BEHO3HOM LIEJIbHOM Kpo-
BU > 10,0 MMOJIB/JI.

® > 6,3 KaK /IS BEeHO3HOM, TaK M [T KATMJIISIPHO LIeTbHO KPOBH.

ITpu caxapHom nguabere He 1-ro Tuma y gereit B 30% ciiydaeB oTMedaroTcs
XapaKTepHbIE CHMIITOMBI: TIOJIMYPHs, TOJMUAUIICUSI, HApyIIeHWS 3peHUS,
CHIXEHME MacChl Tejla B COUeTaHUU C TIoKo3ypueil u keroHnypuei (C).

JAnarHo3 oOBIYHO OBICTPO ITOATBEPKAACTCS MPHW BBISIBICHUM 3HAYMMOTO
MOBHIIIECHUS YPOBHS TJIIOKO3bI B Tuia3Me. Eciiv 1ipn 3TOM B KpOBU U Moue
MPUCYTCTBYIOT KETOHOBBLIE Tejia, IMoKa3aHa CpoyHas Tepamus. KaaTb 1o
CJICAYIOIIETO IHS IJISI OATBEPXKISHUS TUIIEPIIMKEMUI MOXKET OBITh OITac-
HO, TTOCKOJIbKY BO3MOXHO OBICTPO€ pa3BUTHE KETOAIIMI03a.

106



[narHocTnka 1 neveHne caxapHoro onabeta Tmna 2 y OeTen 1 NOAPOCTKOB

Ecnu cnyvaitHoe ornpesesieHue YPOBHS [JIIOKO3bI B IJ1a3Me B TE€YEHUE THS
win miocne enpl noarBepxkmaeT auarHo3 CJI, OI'TT ne mposomutcs (E).
B coMHUTEIBHBIX CTy4asx BeIeTcs IIUTEIbHOEe HAOMIOAeHNE C TIepUOIAYC-
CKIM TIOBTOPHBIM TECTUPOBAHUEM.

ITpu orcyrctBun cumnromoB CJI nparHo3 CTaBUTCS TOJIBKO HAa OCHOBA-
HUM IBaXKIBl JOCTOBEPHO YCTAHOBJIEHHOM THIIEPIINKEMUMN.

JlnarHocTuyecKue KPUTEPUH TPH UCCIIeAOBAHMM YPOBHS IIIOKO3bI B IIa3Me
naromak (I'TIH):

e I'TIH < 5,6 MMOJIb/T — HOPMAaJIbHBIA YPOBEHb;

e I'TIH 5,6—6,9 MmMonb/nm — HapymieHHas mkemust Hatomak (HITH);

e ['TIH > 7,0 mMonb/1 — mpeamnonaraemblii guarHo3 CJI, KOTOPHIN JOKEH
OBITh TIOATBEPXKIEH B COOTBETCTBUU C OMMCAHHBIMU BBIIIE KPUTESPUSIMMU.
Juarnoctuyeckue kputepun pe3yabtatoB OI'TT (ypoBeHb riioKo3bl B Mia3-

Me gepe3 2 4 mocJie Harpy3ku rmoko3oi [I'TI12]):

e I'TI2 < 7,8 MMOJIB/T — HOpPMaJIbHAsI TOJICPAHTHOCTh K IJIFOKO3€;

e I'TI2 7,8—11,0 MMomb/T — HapylIeHUE TOJIEPAHTHOCTH K TJIIOKO3¢
(HTT);

e I'TI2 > 11,1 mmonb/1 — mpennonaraemseiii auarHo3 CJI, KOTOphIi J0KEeH
OBITh TIOATBEPXKIEH B COOTBETCTBUU C ONMCAHHBLIMU BHIIIE KPUTECPUSIMMU.
HTT u HI'H paccmatpuBaloT Kak MPOMEXXYTOUHbIE CTaAUN MEXIy HOP-

MaJbHBIM YTJIEBOOHBIM OOMeHOM U caxapHbIM nuabdetom (E).

Knaccudpmkauma caxapHoro guabera

Kmaccudpukanms caxapHoro nuabdera TpuBeaeHa B Taou. 4.

Tabnuua 4. 3Tnonornyeckas knaccudgukauus HapyLweHui yrnesogHoro oémena (ISPAD, 2009)

1. Caxapubiii quader tuna 1 (C/11) Moxer MaHudecTUpoBaTh B JIIOOOM BO3pacTe, HO Haubosee
4acTo — B JIETCKOM U IOHOIIIECKOM.

A. AyTOUMMYHHBII caxapHblii 1nadeT xapakTepusyercst rubesiblo 0eTa-KJIeToK, HaluuueM
ayToaHTUTeN K OeTa-KjeTkaMm, abCOII0THON MHCYJIMHOBOI HEAOCTATOYHOCTBIO, MOJHOMI
MHCYJIMHO3aBUCUMOCTBIO, TSDKEJIBIM TEUEHUEM C TEHIEHLMEN K KeTOoalua03y, accolua-
LIMel ¢ reHaMHU IJITaBHOTO KoMmruiekca rucrocopmectumoctu (HLA).

B. auonaTuyeckuii caxapHplii AMadeT Takxke MPOTeKaeT ¢ rubdesbio OeTa-KIETOK U CO
CKJIOHHOCTBIO K KEeTOalUI03y, HO 06e3 MpM3HAKOB ayTOMMMYHHOTO Ipolecca (crnenuduyie-
CKHUX ayToaHTUTeN U accoumanuu ¢ HLA-cucremoit). Dra dhopma 3abojieBaHUs XapaKTepHa
JUISL TTALMEHTOB appUKAHCKOTO M a3MaTCKOIO MPOUCXOXKICHMS

I1. Caxapupiii quadet tuna 2 (C/I2) — Haubosiee pacrpoCcTpaHEHHbIN Cpeir B3POCIBIX TUIT
CJ1, xapakTepu3yeTcsl OTHOCUTEbHON MHCYJIMHOBOW HEIOCTATOUHOCTBIO C HAPYLICHUSIMUA KaK
CeKpeLnH, TaK U ACUCTBUS MHCYJIMHA: OT Mpeobiafarolieil MHCYTMHOPE3UCTEHTHOCTU C OTHO-
CUTEJIbHOI MHCYJMHOBOI HEIOCTATOYHOCTBIO IO MPEUMMYLIECTBEHHO CEKPETOPHOro aedeKra B
COYeTaHUM UM Oe3 coueTaHusl ¢ UHCYJMHOPE3UCTEHTHOCTBIO
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Tabnuua 4 (npogosmkeHne). ITMONOrNYeCcKas KnaccumkaLms HapyLLeHNit yrneBoaHoro 06me-
Ha (ISPAD, 2009)

II1. /Ipyrue cnenuduyeckne TUIBI caxapHOro amadera. B sToT pasmen BKIIIOYAIOT psiI HO30JIOTH-
YECKM CaMOCTOSATENIbHBIX (hopM nuadeTa (B OCHOBHOM 3TO HACJIEACTBEHHbBIE CUHAPOMBI C MO-
HOTEHHBIM THUIIOM HACJEeIOBaHMs), OObENMHEHHBIX B OTACIbHBIC MOATUIIbI.

A. Tenernyeckue nedekTbl GyHKIUM 0eTA-KIETOK:
1. Xpomocoma 12, HNFIA (MODY3).
. Xpomocoma 7, GCK (MODY?2).
. Xpomocoma 20, HNF44 (MODY1).
. XpoMocoMa 13, MHCYIMHOBBIM MPOMOTOPHLIN akTop — IPF-1 (MODY4).
. Xpomocoma 17, HNFIB (MODYS5).
. Xpomocoma 2, NEURODI (MODY6).
. Myrauust mutoxonnpuansHoit JJTHK.
. Xpomocoma 6, KCNJ11 (Kir6.2), ABCCS (Sur 1).

O 00 N N WL B~ W N

. Hexotopele apyrue, mpuumHa KOTOPbIX — MOHOTEHHBIE Je(eKThl CUHTE3a WHCYJIMHA.
B. I'enetnueckue nedekTnl AeiiCTBUS UHCYIMHA:

1. Pe3rCcTeHTHOCTh K MHCYJIMHY TUMa A.

2. JlenpeyayHnusm (cuHAapoM J{oHOXBIO).

3. Cunapom Pabcona—Menpaenxoiia.

4. Jlunoatpodudeckuii auaderT.

5. Hexoropsle apyrue ¢hopMbl caxapHOro auadera, pa3BUBaIOLIMECs BCICACTBUE MyTa-
LMY TeHa pelenTopa MHCyanHa. KIMHIYecKu MposIBISIOTCS HAPYILIEHUSIMU YTIIEBOTHO-
ro oOMeHa OT YMEPEHHO! TMMEPIIMKEMUU U TUTIEPUHCYIMHEMUN 10 SIBHOTO CaXapHOTO
nuadera. Cunapom JloHoxbio U cuHIpoM Pabcona—MeHaenxosia MaHUGBECTUPYIOT B
JIETCKOM BO3pacTe U TMPOSIBISIIOTCSI PE3KO BBIPAXKEHHON PE3UCTEHTHOCTBIO K MHCYJIMHY.

C. 3a0oJieBaHusA IK30KPUHHOM YACTH MOIKETYT0YHOM XKeJie3bl
. [MankpeaTur.
. TpaBMa, MaHKPEaTIKTOMMUSI.

. HoBooGpa3oBaHMsI MOAXKETYIOUHOMN XKeJe3bl.

1
2
3
4. Kucto3Hbiit ¢prbpo3 (MyKOBUCIIUIO3).
5. 'emoxpomaros.

6. dubpoKabKyIe3Hass TAaHKPEaTOIaTHsl.
7

: HeKOTOpBIe JPYrue€ HO30JIOr'M4Y€CKU pas3IMuHbIC 3aGOJ’[eBaHHH, TP KOTOPLIX Hapsaay
CO 3HAYUTECJIbHBIMU HApYLICHUAMU 9K30KpI/IHHOI71 (IJYHKL[I/II/I HO,E[)KCHYL[O‘{HOﬁ JKEJIE3bI
HaOII0MaeTcsl 1 HEIOCTaTOYHOCTD CCerTOpHOI;‘I beHKL[I/II/I OCTPOBKOBBLIX KJIETOK.

D. Duaokpunonatun
1. Akpomeranusi.
2. Cunnpom KyumHra.
3. I'mokaroHoma.

4. ®deoxpomonToma.
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Tabnuua 4 (npogosmkeHne). ITMONOrNYeCcKas KnaccumkaLms HapyLLeHNit yrneBoaHoro 06me-
Ha (ISPAD, 2009)

5. Tuneprupeos.
6. ComaTocTaTuHOMA.
7. Anbnoctepoma.

8. Hekoropsle npyrue SHIOKPUHONATUU BCJAEICTBUE KOHTPUHCYJISIPHOTO ACWCTBUS Bbl-
JIeJISIEMbIX B M30BITOYHOM KOJIMYECTBE TOPMOHOB MOTYT TIPUBOIUTH K MCTOIICHUIO
(YHKIIMOHABHBIX KOMITEHCATOPHBIX Pe3ePBOB 0eTa-KJIETOK MOIXKETYI0UHOMN KeIe3bl.

E. I[uaﬁeT, HH,IlyllMpOBaHHLIf[ HEKOTOPbIMH JICKAPCTBCHHBIMU NpenapaTaMu WA APyruMHA Xu-
MHUYECKMMH BelIeCTBAMH

F.

1. Bakop.

. [leHTaMUAMH.

. HuxkotuHoBas kuciora.

. [ TI0KOKOPTUKOUIBI.

. TupeouHble TOPMOHBI.

. Aunazokcum.

. ATOHUCTBI B-aIpeHOPELIENTOPOB.

. Tuasugpl.

O 0 N N UL AW

. ®eHUTOUH.
10. Anbda-untepdepoH.

11. dpyrue nipenapatbl. MeXaHU3MBbI UX ACUCTBUSI pa3IuYHBL: yXyIIlIeHUe neprdepude-
CKOTO NeWCTBUSI MHCYJIMHA, YCUJICHUE UMEIOIIeCs MHCYJMHOPE3NUCTeHTHOCTU. B nmet-
CKOM BO3pacTe HauboJblliee 3HAUEHNE MMeeT TIPUMEHeHNe a-uHTepdepoHa, Mo BIus-
HHEM KOTOPOTO MOXET pa3BUThCSI ayTOMMMYHHBINM caXapHbIii AUA0ET C BbIPAXKEHHOM
a0COJTIOTHON HEJO0CTaTOYHOCTBIO MHCYJIMHA.

Nudexuun
1. BpoxaeHHast KpacHyxa.
2. llutomeranoBupyc.

3. pyrue. Hekoropble BUpycHble MH(MOEKIMN TIPUBOASIT K rubesn 0eTa-KIeTOK ¢ pa3BU-
THEM a0CONMIOTHON MHCYJIMHOBOW HEJOCTaTOUHOCTU. HemocpencTBeHHOE MmopakeHue
BUPYCOM OCTPOBKOBOTO arlfapaTa BCTPEYaeTcsl peaKo.

Penxue ¢opmbl caxapHoro nquadera

1. CUHIPOM PUTMIHOTO YeIoBeKa (CMHAPOM MBIILIEYHON CKOBaHHOCTH, stiff-man synd-
rome) — ayroummyHHoe nopaxkenue LIHC, xapakrepusytolieecss pUrHIHOCTBIO aKCU-
QJIBHBIX MBI ¢ OOJIE3HEHHBIM UX CIIa3MOM; BBISBISIIOTCS aHTUTENA K TIyTaMaTaeKap-
Gokcuinase, ¥ TouTu B 50% ciydyaeB pa3BUBAeTCsl caxapHBIA Auaber.

2. AYTOMMMYHHBIN TTOJUTIaHAYISIpHbIN cuHapoMm [ u 11 Tumos.

3. Ipyrue 3aboeBaHusl, MPOTEKaIOLIME ¢ 00pa30BaHUEM ayTOAHTUTEJ K pelLiernTopam
WHCYJMHA, — CUCTEMHasl KpacHasi BOJIMaHKa, MMUTMEHTHO-COCOUYKOBast TUCTPODUST KO-
xu (acanthosis nigricans). I1lpu 3ToM MoXeT HaOJII0IAThCsSI BhIpaXKeHHAsI pe3UCTEHT-
HOCTb K MHCYJIMHY.
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Tabnuua 4 (0KoH4aHWe). ITUONOrNYecKas Knaccumkaumns HapyLLeHNiA yrineBoaHoro 06MeHa
(ISPAD, 2009)

H. I[pyme reHETHYECKUEe CHHAPOMbI, HHOIIA CoYeTalueca ¢ CaxXxapHbIM nuadeTom

CaxapHblii 11abeT MOXeT ObITb KOMIMTOHEHTOM MHOTMX '€HETUYECKUX CUHIPOMOB, B TOM
qyuce:

1. Cunopom Bonbdhpama.

. Cunnpom layHa.

. Cungpowm IllepemeBckoro—TepHepa.
. Cunnpom KiaiiHdenbTepa.

. Cunnpom JloypeHca—MyHa— Bums.
. Cungpowm Ipanepa— Buian.

. Arakcust ®@puapeiixa.

. Xopess XaHTUTTOHA.

O 0 N N L AW

. [Topdupusi.
10. MuoTtoHuueckasi IUCTpodus.

B nerckom Bo3pacte Hambosiee yacTo BeTpedaeTcs: cuHapoM Bombdhpama (DIDMOAD).

IV. I'ecTanuoHHblii caxapHblii 1MadeT (caxapHblii 1MadeT GepeMeHHbIX) — JIFOObIE COCTOSTHUS C
HapyllleHUEM YIJIEBOIHOTO 0oOMeHa (B TOM YMCJIe HapyllleHHasi TOJePaHTHOCThb K TJIIOKO03¢),
MAarHOCTUPOBAaHHbIE TIpU OepeMeHHOCTU. BoineneHnue rectaumoHHoro CJI B OTAeJbHBINA TUIT
00YCJIOBJICHO TOBBIIIEHHBIM PUCKOM MEePUHATAIbHON CMEPTHOCTH M BPOXIEHHBIX YPOJICTB
TPU HAPYIIEHUSIX YIJIIEBOJHOTO OOMEHa Y OepeMEHHBIX

Knaccudpmxkauma CI1 He 1-ro Tuna no
MexayHapoaHou knaccucgpmkaumua 6onesHen
(MKB-10)

B mexnyHapoaHoil knaccudukanuu 6onesHeir (MKb-10) HenmHcynuHO3a-
BUCHUMBIN caxapHBIi nuaber npeacTtaBieH B pyopukax E11—E14.
E11 MHCcyaMHOHE3aBUCUMBINA caxapHblii 1uabet
E11.0 MucynuHoHe3aBUCUMBIN caXapHBIi AMa0eT ¢ KOMOI
El11.1 MHCcyanHOHE3aBUCUMBII caxapHbIid 11MabeT ¢ KeToalua030M
E11.2 MHcynnHOHE3aBUCUMBII caxapHbIiA AUa0ET ¢ MopakeHueM Moyek
E11.3 MHCcyn1MHOHE3aBUCUMBIN caxapHbIii 11abeT ¢ MopaxeHueM Ijia3
E11.4 NMHcynnHOHE3aBUCUMBIN caxapHBIi TuadeT ¢ HeBPOJOTMYECKUMU
OCJIOXKHEHUSIMH
E11.5 VHCcynMHOHE3aBUCUMBIM caxapHbIil AUa0eT ¢ HapylIeHUsSIMHU Mepu-
(eprueckoro KpoBooOpalIeHus
E11.6 UHCynrHOHE3aBUCUMBIIA caXxapHbIi 11adeT ¢ APYTUMMU YTOYHEHHBI -
MU OCJIOXXHEHUSIMU
E11.7 MHcynuHOHE3aBUCUMBIN caxapHblii AMa0ET ¢ MHOXECTBEHHbIMU
OCJIOXKHEHUSIMH
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E11.8 WMHcynnHOHE3aBUCUMBII caxapHblii AUabeT C HEYTOYHEHHBIMU
OCJIOXKHEHUSIMU
E11.9 MHcynMHOHE3aBUCUMBIN caxapHBI ArabeT 0e3 OCIOKHEHMI

E12 Caxapnblii 1uabet, CBSI3aHHBIA C HEAOCTATOUHOCTbIO MUTAHUS
E12.0 Caxapnblii nuaber, CBSI3aHHBIN C HEAOCTATOYHOCTHIO IMUTAHMUS, C
KOMOU
E12.1 CaxapHblii nuabeT, CBS3aHHbBIM C HENOCTaTOYHOCTBIO MUTAHUS, C
KEeToal1a030M
E12.2 CaxapHbiii nuabeT, CBSI3aHHBII C HENOCTATOYHOCTBIO IUTAHUS, C
nopaxeHueM Mmovyek
E12.3 Caxapnblii nuaber, CBSI3aHHBIN C HEAOCTATOYHOCTHIO IMUTAHMUS, C
rnopaxkeHueM riaa3
E12.4 CaxapHbiii n1uabeT, CBS3aHHBIM C HENOCTaTOYHOCTBIO MUTAHUS, C
HEBPOJIOTUYECKUMHM OCJIOKHEHUSIMU
E12.5 CaxapHblii nuaber, CBSI3aHHBI C HEAOCTATOYHOCTHIO MUTAHMUS, C
HapylIeHUSIMU TepruhepruIecKoro KpoBooOpalleHUsI
E12.6 CaxapHblii nuabeT, CBSI3aHHbBIIA C HENOCTATOYHOCTHIO MUTAHUS, C
JIPYTUMM YTOYHEHHBIMU OCJIOXHEHUSIMU
E12.7 Caxapnblii nuaber, cCBSI3aHHBIN C HEAOCTATOYHOCTHIO MUTAHMUS, C
MHOXECTBEHHBIMU OCJIOKHEHUSIMU
E12.8 CaxapHblii nuaber, cBsI3aHHBIN C HEAOCTATOYHOCTbIO MUTAHMS, C
HEYTOUHEHHBIMU OCJIOXHEHUSIMU
E12.9 Caxapubiit nmabet, cBI3aHHBIN C HEIOCTATOUHOCTRIO ITUTAHMS, 0e3
OCJIOXKHEHUI

E13 dpyrue yrouHeHHbIe (DOPMBI caXapHOTo auadera
E13.0 IIpyrue yrouHeHHBIe (hOPMBI caXxapHOTO AuadeTa ¢ KOMO
E13.1 Opyrue yrouHeHHbIe (DOPMBI caxapHOTo auabeTa ¢ KeToalua030M
E13.2 JIpyrue yrouyHeHHBbIe (POPMBI caxapHOro auadeTa ¢ MopakeHUeM
IoveK
E13.3 JIpyrue yTrouyHeHHbIe (hOPMBI caxapHOro auadbeTa ¢ MmopaxkeHUeM
rjia3
E13.4 JIpyrue yrouHeHHbIe (pOpMbI CaxapHOro nuadera ¢ HeBpPOJIOTrMYe-
CKMM HapylLIeHUSIMU
E13.5 [Ipyrue yrouyHeHHBIe (POpPMBI caXxapHOTO IMabeTa ¢ HapyIIeHUSIMU
nepruepruIecKoro KpoBooopaleHusI
E13.6 Ipyrue yrouHeHHbIE (DOPMBI caXapHOIo auadera ¢ APYTUMU YTOU-
HEHHBIMH OCJIOKHEHMSIMU
E13.7 Ipyrue yrouHeHHbIe (DOPMBI caxapHOTO JuadeTa ¢ MHOXECTBEHHBI-
MU OCJIOXKHEHUSIMU
E13.8 lIpyrue yrouHeHHBIE (h)OPMBI cCaxapHOTO aruabdeTa ¢ HEyTOYHEHHBIMUT
OCJIO>KHEHUSIMU
E13.9 dpyrue yrouHeHHbIe (hOpMbI caxapHOro auadera 0e3 OCIOXHEHUI
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E14 CaxapHblii 1uabeT HeyTOUHEHHbBIH
E14.0 CaxapHblii 1nabeT HEYTOYHEHHbBI ¢ KOMO
E14.1 CaxapHbIif 1nabeT HEYTOYHEHHBIN ¢ KETOAINI030M
E14.2 CaxapHblil nMabeT HEYyTOYHEHHBIN C MOpaKeHUEM TOYeK
E14.3 CaxapHblii 1nabeT HEYTOYHEHHBIN ¢ MopaxkKeHueM Iia3
E14.4 Caxapnblii nnabeT HEYTOUHEHHBIM ¢ HEBPOJOTMISCKIMU OCJIOXHE -
HUSIMU
E14.5 CaxapHblii 1nabeT HEYTOYHEHHBIN ¢ HapylIeHUSMU Tiepudepuyde-
CKOI'0 KpOBOOOpaIleHUs
E14.6 CaxapHblii auabeT HEYTOUYHEHHBIH C JAPYTMMU YTOUYHEHHBIMU
OCJIOXKHEHUSIMU
E14.7 Caxapnblii 1nabeT HEYTOYHEHHBII ¢ MHOXECTBEHHBIMU OCJIOXKHE-
HUSIMUA
E14.8 CaxapHbiii 1nabeT HEyTOYHEHHBIN ¢ HEYTOUHEHHBIMU OCJIOXHEHM -
SIMH
E14.9 CaxapHblili nnabeT HEyTOYHEHHBIN 0€3 OCTOXHEHUN

CaxapHbi gnabet Tina 2:
onpegeneHne, KNMHM4YecKas KapTmHa
N OuarHocTmka

Caxapuprit guadet Tvumna 2 (C2) xapakTepnsyeTcsd TUneprimkeMueii Ha ¢o-
HE MHCYJIMHOPE3NCTEHTHOCTU Pa3HOM CTEeNeHM BhIpaxkeHHOCTU. Kak mpa-
BuJio, pazsutue CJI2 accCOuMMUPOBAHO C T. H. METAOOJIMYECKIUM CUHIPOMOM.
CormacHo onpeneneanio BO3, 6onsHOIT CI2 (TGO YemoBeK ¢ TMAarHOCTH-
POBaHHBIM HapyIICHUEM TOJECPAHTHOCTU K INIFOKO3€, MHCYJIMHOPE3UCTEHT-
HOCTBIO) MMEET META0OIMYECKMIT CUHIPOM IPU HAJTUYUU ABYX U3 CJICIYIO-
IIMX TPU3HAKOB: a0MOMMHAIBHOIO OXWPEHUS, apTepUaJbHON THIIEPTEH-
31M, TOBBHIIIEHUS YPOBHEW TPUITIMLEPUAOB W/WIM CHWKEHUS YpPOBHEU
JITIBII B mu1azaMe, MUKpOaILOYMUHYPUU.

KnuHumuyeckana KapTuHa

Knununueckas kaptuna CII2 y neTeil U TOoAPOCTKOB XapaKTepu3yeTcs Cleay-

IOLIMMU OCOOEHHOCTSIMM:

e 3a00JieBaHME MMEET aCUMMINTOMATUYECKOE, MOCTeNEHHOE HAyalo;

e JUarHOCTUpYeTcs B Bo3pacTe crapiue 10 et (cpenHuit Bo3pacT AMarHoc-
taku 13,5 rona) (E);

e XapaKTepHbl U30BLITOUHBIA Bec uiau oxupeHue (B 85%) (C);

e OTCYTCTBYET accoluMalusl ¢ npeapacnonararoimmmu K passutuio CJI1
HILA-rannorunamu;
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e MMMYHoJoruyeckue mapkepsnl (ayroantutena ICA, GADa, IA2) He onpe-
NeJITIoTCs, MO0 OMpenessseTcsl TOJAbKO OAWH BUI, IIPUYEM UX TUTP HEBbI-
COK;

e B 30% cimyyaeB octpast maHudecranus ¢ keto3oM (E);

e COXpaHHasl CeKpelrsl MHCYJIMHA C TMIIEPUHCYJIMHU3MOM 1 MHCYJIMHOPE-
3UCTEHTHOCTBIO;

e yacras accoluanus C COCTaBJSIONIMMU METa0OJMYECKOTo CHUHIpOMa:
HedponaTueit (MUKpPO- WIM MaKpoaJlbOyMUHYpUeli) — KO BpeMeHHU yCTa-
HOBJICHUSI IUArHO3a MOXET IpucyTcTBoBath B 32% ciyudaeB (C); aprepu-
anpHOU runepreHsueit (mo 35% cinyuaes) (E); nucnunuoemuein (1o 72%
ciyuyaeB) (E); HeanmkoronbHoO#  XHpoBOi  aucTpodueil  meyeHu
(HAXKIT) — creatorenatut MoxeT Habmomatbes B 30% ciydaes; auade-
THYecKOoi peTuHomnatueit (1o 9—12% caydaen) (E); cucreMHBIM Bocmalie-
HUEM — TIOBBILIEHHBIM YpoBHEM C-peakTHMBHOTO OejiKa, IIMTOKUHOB BOC-
naneHus: u JeikouutoB (E).

MNHCcynnHOPe3nCTeHTHOCTh — 3TO HapyllleHue OMOJIOrMYecKoro AeiCTBUS
WHCYJIMHA M peaklUu WHCYIMHYYBCTBUTEIbHBIX TKaHEW Ha MHCYJIMH Ha
Ipe- U MOCTPELEITOPHOM YPOBHSIX, IIPUBOISIIEE K XPOHUIECKUM METa00-
JINYECKUM M3MEHEHUSIM M COIPOBOXIAIOIIEEeCs Ha TIEPBBIX 3Tallax KOMIICH-
CaTOPHOM TUTIEpUHCYIMHEMUEH (Tadm. 5).

Tabnuua 5. VIHAEKCbI NHCYNMHOPE3NCTEHTHOCTH

Nunekc Pacuer unzekca Hopma
HOMA-IR (homeostasis model assessment) (MPU x I')/22,5 <32
Caro I/UPU >0,3
Matsuda (npu nposenenun OI'TT) 10000/\/ HUPU xT' x UPUcp x I'cp > 2.5

I' — ypoBeHb I7110K03bl KpOBHM HaTowak; ['cp — cpeaHuii ypoBeHb ITIIOKO3bI TPU MPOBEAECHUU
OI'TT; UPU — ypoBeHb MMMYHOpPEAaKTUBHOTO WHCyIMHa Hatoluiak; MPUcp — cpenHuii
ypoBeHb uHcyauHa npu nposeaeHn OI'TT; OI'TT — opabHBIN TECT Ha TOJIEPAHTHOCTh K
TJTIOKO3€.

NHCYyIMHOPE3NCTEHTHOCTh TUATHOCTUPYETCS TIPU OTKIOHEHUN OT HOPMBI
XOTS OBl OJTHOTO WHJEKCA.

AuarHocTuka

ITnan obciaenoBaHMs mamueHTa ¢ nogo3peHuem Ha CJI2:

1. YcraHnoBnenue nuardHoda CII B COOTBETCTBUU C KPUTEPUSIMU TUATHOCTH-
kn (Tabm. 3).

2. OnpeneneHue ypoBHSI UMMYHoOpeakTuBHOro uHcynuHa (MPW) HaTomak
1/WIM Ha (hOHE Harpy3Ku IJIIOKO30M (IIpU HEOOXOAUMOCTH).
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3. BolunciaeHue MHAEKCOB MHCyAMHOpe3ucteHTHoctu — HOMA, Caro u
Matsuda.
4. OnpeneneHne YPOBHSI INIMKAPOBAHHOTO T'eéMOIJIOOMHA.
buoxumuueckuii ananus kpoBu (akTuBHOCTb ANAT u AcAT, ypoBHM
JITIBIT, JITIHII, TpurnuuepumoB, OOILIETO XOJeCTepuHa, MOUYEBUHBI,
KpeaTUHWHA, MOYEeBOI KMUCIOTH, C-peaKTUBHOTO OeJiKa).
6. Onpexnenenune cneundudeckux ayroanturena (ICA, GADa, K TUpO3UH-
docdarase).
Anroput™m muddepeHnuanpHoil nuarHoctuku CJI y momapoCcTKOB IIpUBe-
JeH Ha puc. 1.

9]

| Oxupenve |
/ \
Ectb [ [ Het
| YposeHb C-nentuaa, UPU (HaToLak) | | AHTUTEna K 6eTa-KneTkam
/ \
| Beicokmit | Huakmii | Het Ectb
| chn2 | |AHTMTena K 6eTa-KneTKaM| \Mlsg:ﬁ::ac(:l:rrg:gsi | Pemuccus CO1 I
Ectb [ Her | | Hvakwi | | Buicokwit |
| Pemmuccuscat | [ catwammoby | | ca2 |

PucyHok 1. Anroputm gudpdepeHumansHoi guarHoctuku GI y nogpocTkos [7].

ITo pesynbraTtam obGciemoBaHus muarHo3 CJI2 y geTeil M TMOIPOCTKOB

YCTaHaBJIMBACTCSI HA OCHOBAaHUU CIICAYIOIINX KPUTEPUECB:

1. ebroT 3a001eBaHus B Bo3pacTe crapiue 10 jert.

2. [1oBbIlieHNE YpOBHS TJIOKO3bI B KPOBM HaToIlakK Oojiee YeM [0
7,0 mMomb/n1 u/vm mipu nposeneHun OI'TT 6omnee yem mo 11,1 MMoab/i
yepes 2 u (tadn. 3).

. ITokasarenpb TIIMKUpOBaHHOIO reMomioonHa > 6,5% (E).

4. YpoBeHb MHCYJIMHA B IIpeAeiaX HOPMbI WIIM IIpeBbIIIacT pedepeHCHbIE
3HaYeHUsI, HAJIMYME MHCYIMHOpe3ucTeHTHOCTH (E), mpu mautenbHOCTU
3aboneBanusg 6omnee 2—3 et (E).

5. Hanmnume poacTBeHHUKOB TI€pBOIl 1/WJI BTOPOM CTEIIEHW POACTBA C Ha-
pyimieHuem yriaeBogHoro oomena (CH, HTT, HI'H) (E).

9]

114



[narHocTnka 1 neveHne caxapHoro onabeta Tmna 2 y OeTen 1 NOAPOCTKOB

6. Hanuuue u36BITOYHOM Macchl Tejla WM OXUpeHus (nMmeeTcs B 85% city-

yaeB) (C).

Ecnu mamueHT mosydyaeT MHCYJIMHOTEPAIIMIO, TO OCTATOYHYIO CEKPEIIMIO

WHCYJIMHA MOXHO OIIEHMBATh 10 YpoBHIO C-MENTHIa — COXpaHHasl CeKpe-
uus C-nentuga Oojiee yeM yepe3 3 roja rocjie MaHugecTauuu 3aboseBa-
HU He xapakTepHa misg nanyueHToB ¢ CI1 (E).

JlonmomHUTeTbHbIE METOABLI 00CIIeIOBaHUS TTPU MOATBEPKAeHHOM auarHose CJ12:

1.
2.

3

DKT.
VY3U opraHoB OpIOLIHOM MOJOCTHU.

. Y3 opranoB maioro taza (Tpy HapylIEHUSX CTaHOBJIEHUsS ITyOepTaTa

WJIN MEHCTPYaJIbHOTO IIMKJIA y ASBOYCK).

. XontepoBckoe MoHuUTOpupoBaHue AJl (mpu mnoBbiieHMM Al OGosee

90%o0).

. KOHCYJ’IBTaL[I/II/I CIICINAJIMCTOB. OKYJIMCTa, HEBpOJIOra, KapauoJjora, TmHEe-

KoJjora (1o moka3aHusIM), TeHeTHKa (M0 MOKa3aHUSIM).

TakTvka BeAeHus NaLumMeHToB C
noaTBepP»XOeHHbIM anarHosom C12

BepeHue nayMeHTa B
aMOynaTopHO-NOJIMKJIMHUYECKMUX YCIIOBUAX

—_— —

1.
2.
3.

AN D

— O \O 00

OcmoTp dHAOKpUHOJOrOM — 1 pa3 B 3 Mecsna.

OrnpeneneHne ypoBHS NIMKMPOBAaHHOTO reMorioonHa — 1 pa3 B 3 Mecsia.

MOHUTOPUHT YPOBHS TJIOKO3BI KPOBU — PETYJSIPHOE OIIpeAcIeHNe

YPOBHE1 III0OKO3bI Hatolak u rnocraupanauaibHo (E). Ilpu octprix 3a-

OoJIeBaHUSX WM IPU CUMITOMAX TUIEP- W THIIOIIMKEMHUU IOKa3aHO

bonee yactoe onpeaeneHue (E). I[lalnmenTam Ha MHCYIMHOTEpaNUuy WU

Ha TepalMu IpernapaTaMu CyJabhaHUIMOYEBMHBI HEOOXOAUM MOHMTO-

PUHT TI0 TTOBOAY acuMITOMaTUuecKoil runoriukemMun (E).

. O0wmmit ananu3 Kkposu — 1 pa3 B 6 Mec.

. O6umit aHanu3 moun — 1 pas B 6 Mmec.

. buoxumnueckuit aHanu3 kpoBu — 1 pa3 B ron (akTuBHOCTb ANAT u
AcAT, ypoBHU ob1ero xojectepruna, JITNTHII, tpurnunepunos, C-peak-
TUBHOI'O O€jiKa, MOYEBOU KMCJIOTHI).

. OnpeneneHne MUKpOAILOYMUHYPUU B 3 MOpLUSX MOUM — 1 pa3 B rog.

. Kontpons A/l — mpu KaxkxaoM BU3UTE K Bpauy.

. Y3U OpromHoit monoct — 1 pa3 B rom,.

. Koncynbramus odransmosora, HeBposiora — | pa3 B Trof.

. T'ociuranuzanmss — 1 pa3 B rog; mpu HapacTaHUM CUMIITOMOB, Xapak-

tepHbIX misg CJI (Tmoamypwust, TTOJTUOATICKAST) W/WIMA TMOBBIIICHUN YPOBHS

IIMKUPOBAHHOTO remoriaobuHa 6osee 7,0% — BHeIUIaHOBAsI TOCITATATIM -

3aLMsl.
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BepeHme nauveHTa B cTauuoHape

B cranmonape mpoBOAUTCS MOIIOJHUTEIbHOE OOCIeI0BaHNUE:

. OKT.

. Y3H opraHoB OpIOITHON MOJIOCTH.

. Y3U opraHoB Majoro Tasza (I10 IIOKa3aHUSIM).

. XonrepoBckoe MoHUTOpUpoBaHue AJl (1o moka3aHUsIM).

. MPT (1o nmokazaHusim).

. KoHCcymbpTannm crieninagamcToB — OKYJIMCTa, HEBPOJIOTa, TMHEKoora (I1o
MOKa3aHUsIM), TeHETHUKA (MO MTOKa3aHUsIM).

AN DN AN —

TepaneBTn4ecKas TakTnka BeaeHus
naumeHToB ¢ C[12

IlepBoHauajbHAsT Tepamus OIIpEAesSeTCS KIMHWYSCKONW CHUMITOMATHUKOM,
TSIKECThIO TUTIEPIAMKEMUN U HAJIMYMEM WJIN OTCYTCTBMEM KeT03a/KeToalu-
no3a. Kak v mpu C 1, npy HaIUYMKU CUMIITOMATUKU, B YACTHOCTU PBOTHI,
cocTossHHEe MOXeT OblcTpo yxymmathes (E), mostomy mepBBHIM Ha3Hadae-
MBbIM MpenapaToM SBAsIETCS MHCYJIUH (A).

[Ipu oTCyTCTBUM BhIpaXK€HHON CUMIITOMAaTUKU TepaIiueil Bbioopa sIBJIsi-
ercst merdopmuH (E). I[lepBoHauanbpHast mo3a cocrasisieT 250 MI/cyT B Te-
yeHue 3 CcyT, MPHU XOpolleil MepeHOCUMOCTH 103y yBEeJIWUUBaIOT 10 250 Mr
2 paza B CYTKM, IIpU HEOOXOAUMOCTHU MPOBOIIT TUTPALIMIO J03bI B T€Ue-
HUe 3—4 CyT IO IOCTMKEeHMS MakKcuManbHOIi mo3bpl — 1000 mr 2 pasa
B CYTKHU.

IlepeBon ¢ nHCyMHA HAa MET(POPMUH OOBIYHO MOXKET OBITH ITPOM3BEICH B
TedyeHue 7—14 nHeil, HauMHas CO BPEMEHU AOCTHMXKEHUSI MeTabOJIMYECKOMN
CcTabUIM3alM — OOBIYHO Yepe3 1—2 Heaeau Mocjie YCTaHOBJISHMST IUarHo-
3a. Ilpu Kaxkmom yBelIMYeHUHM A03bI MET(OPMMHA 103y MHCYJIMHA IOCTE-
rnmeHHo cHuxawT Ha 10—20% (E).

ITocne mpekpallleHUsI MHCYJIMHOTEpPAMKM YacTOTY OIpeAeJeHMST YPOBHS
IJIFOKO3bI KPOBU MOXHO COKPATUTh 0 2 pa3 B CYTKM — HATOIIAK U Yyepe3 2 U
nocye nocienHero npuema nuiu (E).

Ilemm auTeabHON Tepanuu
e CHIZKEHHE MaccChl Telia.

e ViIydllleHHe CIIOCOOHOCTH MEPEHOCUTH (PU3MUECKUe HATPY3KU.
e Hopmanu3zauust ypoBHSI TJIIOKO3bI KPOBU, JOCTUXKEHHE YPOBHS TJIMKUPO-

BaHHOTO remoryioouHa menee 7,0%.

e KOHTPOJIb COMYyTCTBYIOIINX 3a00JIeBaHUI, BKJIIOUYAsl apTepUATbHYIO TH-

MEePTEH3UI0, AUCIUNUAESMUIO, He(POIaTUIO 1 rernaTos.
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JleueHue

Baxnyto posib nmpu tepanuu CJ12 urpaet oOydeHue MalyeHTa U €ro CEMbU.
OHO J0KHO OBITh C(POKYCMPOBAHO Ha U3MEHEHUM TOBEACHUS (OMeTa U
(¢usuyeckass akTuBHOCTL). IlallMeHT U ero ceMbsl JOJKHBI OBITH OOYyYEeHBI
MOCTOSIHHOMY HaOIIOAEHUIO 32 KOJIMYECTBOM M KAayeCTBOM MOTPeOsIsseMOoi
MUIIK, TTPaBUJIBHOMY IMUILEBOMY IMOBEACHMIO U PeXUMY (PU3NUECKOM aK-
TUBHOCTU. Haunyuine pe3ynbTaThl JOCTUTAIOTCI MPU OOYYEHUM TPYITIION
CIELMAIIMCTOB, BKJIIOYAIOIIEH AMETOI0Ta U TIICUXOJIOra.

Mepbi no n3meHeHnto 06pasa Xn3Hu

HeobOxommma gueToTeparusi: COKpalleHre CyTOUHOM KaJJOPUIMHOCTH pallio-
Ha Ha 500 kkaji; orpaHUYeHUE MOTPeOIeHUS KHUPOB, OCOOEHHO HACBIIIEH-
HBIX, U JIETKOYCBaMBaeMbIX YIJIEBOAOB (ClIagKue HANMTKU, (act-¢ym), yBe-
JNYeHNe KOJWYeCTBa KJIETYaTKU, OBOIICH, (pyKTOB B pannoHe. HyxkHO
CTPOTO cOOMIOAAaTh PEXUM IUTAHUS.

®duznueckass aKTUBHOCTh JTOJDKHA COCTaBiATh He MeHee 50—60 MuH B
JIeHb; HY>KHO OTPaHUYUTh IIPOCMOTP TEJIEIIPOIPAMM U 3aHSATHUS Ha KOMIIbIO-
Tepe 2 yacaMM B JeHb.

MeaukameHTO3Haa Tepanus

®dapmakoTepanys Ha3HAYaeTCs, eCIU He yIaloCh JOCTUYD LIeJIeBbIX ITOKa3a-
TeJIel TOJIBKO C ITIOMOIIBIO M3MEHEHUsI 00pa3a >KU3HU (puc. 2).

buryanuapl. MeTopMUH AeiCTBYET HAa MHCYJIMHOBBIE pELIENTOPHI B IeUe-
HU, MBIIIIAX U XWPOBOM TKaAaHU, CUJIbHEE BCEro ero 3(pQeKThl MPOosIBISIOTCS
B meueHU. IlepBUUHBI aHOPEKTUYECKUI 3(PPEKT MOXKET CTUMYIMPOBATH
CHUXXEeHMEe Macchl Teaa. JloaroBpeMeHHOe MpPUMEHEHUE acCOLMUPYETCs C
1% cHMIXeHUEeM YpOBHSI TNIMKMPOBAHHOTO reMorioorHa. MerdopMuH MO-
JKeT YCTpaHUTh OBYJIATOpHBIE aHOMaiuu y aeBouek ¢ CIIKS u moBbICUTH
PUCK HACTYIUICHUSI OepeMeHHOCTH (A).

Bo3moxxubr mobounbsle 3dekThl co ctopoHbl 2KKT (nepnomnyeckue 60-
JIU B XKUBOTE, AMapesl, TOUHOTA). B O0JbIIMHCTBE ClydyaeB UX MOXHO 130e-
>KaTh MOCPEACTBOM MEIJICHHOIO TUTPOBAHUSI 103bl B TeueHue 3—4 Heaenb 1
COOMIOACHMST peKOMEHAALIMI 110 IIPUEeMy IIperapaToB BO BpeMsl €Ibl.

Puck pa3BuTus nakTanumo3a Npu Tepanuyd MeT(OpMUHOM Upe3BbIYAHO
HU30K. MeThopMHH He IOKeH Ha3HayaTbCs MalldeHTaM ¢ HapylIeHUSIMU
(yHKUIMM TI0YeK, 3a00JI€BaHUSIMM MEYSHU, IMPU CEPASYHON WM JIETOYHOM
HEeA0CTaTOYHOCTU WJIM OJHOBPEMEHHO C PeHTTeHOKOHTPACTHLIMM Mperapa-
tamu. Ilpu XeJlymoyHO-KUILEUHBIX 3a0o0jieBaHUSIX IIpueM MeT(opMuHa
JIOJIKEH OBITH BPeMEHHO TIPUOCTAHOBIECH (A).

Wucymun. Ecniu npu Tepanuy nepopaibHbIMU CaxapOCHUKAIOLIMMU TIpe-
napaTaMy He ymaeTcsl NOCTUYb aJeKBaTHOIO IJIMKEMUUYECKOro KOHTPOJI,
Ha3HayeHMEe aHaJlora MHCYJIWHA UIMTEIbHOTO OSUCTBUS 0e3 MUKOBBIX (-
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| OnarHo3s |
Y ' ' !

'K > 12,5 mmonb/n, HesHauutensHas
HbA,; > 9%, unm ketos, | Be3 CUMNTOMOB |<_ cuMmnTomMaTuka =
Unn KeToaumao3 6e3 keTo3a
Oveta K < 6,5/9,0,
VHcynuH; 1 onsmyeckas akTMBHOCTb HbA,, < 7%
aveTa n manyeckas akTMBHOCTb;
MeTopMUH
MK HaTowak O6cneposaHue 1 pas B Mecs,
4,5—6,5 MMonb/, HbA, 1 pa3 B 3 mec
nocrnpaxanansHas K> 6,5/9,0,
nmkosas < 9,0 MMonb/n HbA,, > 7%
MonbiTka o6onTHCh 6e3 I/IHCyﬂVIHal | MeTdhopmuH :
K < 6,5/9,0,
HbA,, < 7%
O6cnepoBaHue 1 pas B Mecs,

HbA,, 1 pa3 B 3 mec

K > 6,5/9,0,
HbA, > 7%

PaCCMOTpeHI/Ie Bonpoca o A0ONOJIHUTENTbHOM Ha3Ha4YeHun:

— npenaparoB CynbdaHNIMO4YEBUHbI;
— rNapryH-MHCYMHa B COMETaHUN C MHCYNIMHOM KOPOTKOIO
nencTema unn 6e3 Hero

PucyHOK 2. Anroputm nedeHus getei u nogpoctkos ¢ G2 (Koncencyc ISPAD, 2009). TK —
YPOBEHb [IH0KO3bI KPOBM.

(hbeKTOB MOXET 00eCIeUUTh YIOBAECTBOPUTEIbHBIN 2(h(DEKT Tepanuu 6e3 He-
00XOAMMOCTM Ha3HAYeHUs WHCYJIMHA, CBSI3aHHOIO C MpUeMaMy MUIIU
(TmpaHaMaIbHOTO MHCYAWHA). Tepanust MeT(OPMUHOM JOJIKHA OBITH MPO-
nowkeHa. Eciim mocTrpaHanaabHasl TUIIEPIIMKEMUsI COXpaHsIeTCsI, K CXeMe
Tepanuy MOXHO JT00aBUTh MHCYJIMH KOPOTKOIO JAEHCTBUSI.

K 1mo6ouHbIM 3¢hdpekTaM MHCYJIMHA OTHOCSTCS THUIOTJIMKEMUs, KOTopas
HeyacTto BcTpevaetrcss npu CJI2 Ha Tepanuu MHCYJIMHOM, M YBEJIMYCHUE
Macchl TeJa.

Tepanua OCNOXHEeHUN

HucnunuaemMusi, apTepuajibHasi runepTeH3us u anboymuHypust npu CII2
BcTpeyvaroTcsa yamie, yeM rpu CJI1, MOTyT OBITh BBISIBJICHBI YyXKe MPU yCTa-
HOBJICHUU IMAarHO3a U JOJKHbBI OLIEHUBATHCS MOCIEe ONTUMU3AIIMU KOHTPO-
JIsl YPOBHSI TNIIOKO3bI B KpoBU (puc. 3).

ApTepnanbHas runepTeH3ns U anboymuHypus

ITpu monTBepxxaeHHON apTepuaibHO# runepreHsun (AL > 95-ro meplieH-
TWIST) WIN aIbOYMUHYPHUU TIpOoBOAMTC Teparus naruouropamu AII® wmm,
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O6y4eHne NaUMeHTOB; KOHTPOSb YPOBHS MHOKO3bI;
auveta; msmnyeckas akTMBHOCTb;
MoparbHasi NoAAepXKa; MeAMKaMeHTO3Hasi Tepanus;
NleYeHre caxapHoro auaéeTa y pOACTBEHHUKOB

ApTepuanbHas
rmnepTeHauns

OcnoxHeHus

ypOBeHb FTIOKO3bI ypOBeHb nnnugos

KoHTponb 1 pa3 B rog
FK Harowax JIMHI < 2,6 MMosTB/T CAZ n DAL, ExeronHbiit
< 6,5 Mmonb/n
HBA. - < 79, Tr < 1,7 mmons/n <95-ro npoueHTuNsa CKPUHWHI
1c ° JINBIM > 1,03 mMonb/n

PucyHok 3. KomnnekcHbin noaxon K Tepanuu G2 y neteit. TK — ypoBeHb MMHOKO3bl KPOBY,
JAL — nuactonuyeckoe aptepuanbHoe aasnexnune; CAJl — cuCTonn4eckoe aptepuanbHoe Aas-
NeHme.

B cllydyae HUX HENepeHOCHMMOCTU, OJIOKaTOpaMM pPELENTOPOB aHIMOTEH3U-
Ha (E).

Ecnu HopManmzoBaTh A/l M/Wiyu CHU3UTH albOYMUHYPHIO TIPU Tepariy C
HCIIOIb30BAaHMEM OJIHOTO Mperapara He yaaeTcsl, MOXET I0TpeOdOoBaThCs
KomouHnpoBaHHag Tepanus (E).

[To6ounbie 3ddexTsl nHrnOonTOpoB AII® BKIIOYAIOT Kallelb, THIIEpKa-
JINEMUIO, TOJIOBHYIO 00JIb U UMITOTEHIIUIO.

Oucnunupemus

TecT Ha HaJIMUKME TUCTUMUAECMUHI JOJKEH ITPOBOAUTHCSI BCKOPE MOCIIE yCTa-
HOBJICHHMS IWAaTrHO3a, KOTHa yIaeTcsl JOCTUIh KOHTPOJISI YPOBHSI INIFOKO3BI B
KpoBH, a 3ateM exeronHo (E). Llenesbie moka3arenu ypoBHs JITTHIT — me-
Hee 2,6 MMOJIb/II.

I[Ipu norpanmyHoM (2,6—3,4 MMOJb/JI) WIM TOBBLIILIEHHOM YPOBHE
JITIHIT (> 3,4 MMoJib/1) MPOBOASAT MOBTOPHOE MCCJIEAOBAHUE JUITMIHOTO
npoduist yepe3 6 MeC U KOPPEKTUPYIOT AUETY C LEIbI0 CHUKEHUS KOJIUIE-
CTBa OOIIMX W HACHIIIEHHBIX XXUPOB.

Ecnu yposens JITTHIT ocTaeTcst moBBIIIEHHBIM B Te4eHUE 3—6 Mec TTociie
MOMBITKY ONTUMM3ALIMM, BO3MOXHA MEIMKAMEHTO3Hasl Tepamnus. Tepamus
cTaTMHaMu Oe3ornacHa 1 3 GheKTUBHA Y AETei, XOTS 10 HACTOSIIIETO BpeMe-
HU HET JaHHBIX 110 6€30IMaCHOCTU JOJITOBPEMEHHOI Tepanuu (CTaTUHBI Ha-
3HAYalT MOCJIe KOHCYJIbTAlUM KapaHroJiora).
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CnMCoK coKpaLLeHu

AJl® — ageHosuHaudochar
AT® — amenosnHTpudoOCchar

BI'I — BpoXAEHHBII TMIEPUHCYIUHU3IM

3BYP — 3amepxka BHYTpUYTpPOOHOIO pa3BUTHUS
KT  — xommbloTepHasi Tomorpadusi

MPT — mMarHuTHO-pe30HaHCHas ToMorpadus
I[19T — MO3UTPOHHO-3MUCCUOHHAS TOMOTpapus

PKMN — PaHOOMU3UPOBAHHBIC KIMHUYCCKME UCCIICIOBAHUA
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BepneHve neten n NnogpoCTKOB C BPOXAEHHbIM MMNePUHCYTMHU3MOM

MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTobl, MCMOIb30BAHHDIE [IJIsA OIIEHKH KA4eCTBA M CHJIbI I0KA3aTeJIbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIIEHKA 3HAYMMOCTH B COOTBETCTBMU C PEUTHMHTOBOI cxeMoii (Tadi. 1).

Ta6nuua 1. PeiTHroBas cxema [ns OLEHKM CUMbl peKOMeHaauum

YpoBenn Onucanue

Cula peKOMeHIalnKu

A CuJIbHBIE apTYMEHTBI 32 TPUMEHEHUE 3TOTO MeTola

B Y6enuTenpbHble apryMeHThI 32 TPUMEHEHUE 3TOr0 MeToaa
C Cnabble apryMeHTBI 3a IPUMEHEHUE 3TOTO METo/a

D Crna0ble apryMeHThI IMPOTUB MPUMEHEHUs 3TOTO METOIa
E CuJIbHbIE apTyMEHTBI MPOTUB MPUMEHEHUSI 3TOr0 MeToAa

YpoBeHb 10Ka3aTeIbHOCTU

I [MonTBepskaeHo Gosee YeM OTHUM PaHIOMU3MPOBAHHBIM KOHTPOJIUPYEMBIM HC-
ClleIOBAaHUEM
1T IMoaTBepxaeHo 6ojiee YeM OIHMM HEPAHIOMU3ZUPOBAHHBIM KIMHUYECKUM HC-

cliefoBaHuEeM JTM00 HECKOJIbKMMM aHAIUTUIECKMMM MCCIIeIOBaHUSIMU OoJiee
YEeM M3 OJHOro LHEeHTpa

111 IToaTBepXaeHO MHEHMEM 3KCMHEPTOB, KIMHUYECKUM OITBITOM, ONMUCATEIbHBIMU
MCCIIEIOBAHUSIMU, SKCIIEPTHBIMU KOMUCCHSIMU

MeToapl, UCTIOIb30BaHHbIE /IS AHAJIN3A JI0KA3aTeIbCTB:
e 0030pHI MyOJIMKYyEeMbIX METaaHAIN30B;
e CUCTEeMaTUYeCKHe 0030phl ¢ TabaULAMU JOKA3aTeJIbCTB.

Onucanue MeTOA0B, UCNOJIb30BAHHBIX IS AHAJIM3A J0KA3aTeIbCTB

[Ipu orGope mydaMKaIMii KaK BO3MOXKHBIX MCTOYHUKOB J0KA3aTeIbCTB UC-
MOJIb30BaHHASI B KAXKIOM MCCIICAOBAHMM METOHOJIOTUSI M3Y4aeTcsl C LeNbIo
yOenuThCs B ee BAIMTHOCTU. Pe3yibraT n3ydyeHus BIMSIET Ha YpOBEHb JOKa3a-
TEJILCTB, TIPUCBAMBACMbIIA ITyOJIMKALIMM, UTO, B CBOIO OUYEPE/ib, BIUSICT HA CUITY
BBITEKAIOIIMX U3 Hee PEKOMEHIALIMIA.

Ha mpouecce olieHKM, HECOMHEHHO, MOXKET CKa3bIBAThCS U CYOBEKTHUB-
HbI pakTop. 1T MUHUMU3AIMKA BO3MOXHBIX OIIMOOK KaXI0e UCCIIeAoBa-
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HIE OLICHUBAJIOCh HE3aBUCHUMO, T. €. TI0 MEHBIIIEH Mepe AByMsI YIeHaMU pa-
ooueii rpynnbl. Kakue-11bo pa3nuuus B OLEHKAX OOCYXIAIUCh YK€ Bcei
TPYIIION B IMOJIHOM COCTaBe.

Tabmuupl 10Ka3aTebCTB

Tabnuipl 1oKa3aTeIbCTB 3aIlOJHSUIMCH YJIeHAMU padoueil TPYIIIbI.

MeToapl, HCHOJIb30BAHHBIE M) (hOPMYIHPOBAHKS PEKOMEHIAIIMIA:

e KOHCEHCYC 9KCIIEPTOB.

Numukaropsl Haanexameii npaktukn (Good Practice Points — GPPs)

Pexomennyemasi Hamexxalasi mpakTHKa 0asupyeTcs] Ha KIMHUIECKOM
OITBbITE WIEHOB paboyeil IpyIIbl O pa3pabOTKe PeKOMEHIALIMIA.

DKOHOMUYECKHIA aHAIN3

AHanmmM3 CTOMMOCTH HE IIPOBOIMJICS, W IyOJMKALMU 10 (papMaKOIKOHO-
MUKe He aHaJIM3MPOBAJIVCh.

MeToapl BAIMAM3ANUN PEeKOMEHIALIHIA:

e BHEIIHSISI SKCIIEPTHAST OLICHKA;
e BHYTPEHHSISI 9KCIIEpTHAsI OLICHKA.

Onucanue MeTOA0B BAMAM3ANMHA PEKOMEHIAIMIA

Hacrosiue pekoMeHIallny B MIpeaBapUTEILHON BEPCUM ObLIA peLieH3U-
pOBaHbBI HE3aBUCUMBIMU 3KCIIEPTAMU, KOTOPBIX TTOIIPOCUIN ITPOKOMMEHTH -
poBaTh Ipexkie BCero To, HAaCKOJIbKO MHTEPIIpeTallus 10Ka3aTeIbCTB, JeXa-
IIMX B OCHOBE PEKOMEHIAIINI, JOCTYITHA IJISI TIOHUMAaHMS.

[TonydeHBl KOMMEHTApUM CO CTOPOHBI Bpadeil ITIepBUYHOIO 3BeHA U yda-
CTKOBBIX MEIUaTPOB B OTHOIIEHUN TOXOAUYMBOCTU M3JIOXEHHUSI PEKOMEHa-
LU U OLEHKU BaXXHOCTH PEeKOMEHAALMI KaK padouyero MHCTPYMEHTa I10-
BCEIHEBHOM MPaKTUKH.

[IpenBaputeabHast Bepcus OyIeT TakKe HallpaBjieHa PEeLieH3eHTY, He UMe-
OIIEMY MEIUIIMHCKOIO 00pa30BaHMSsI, ST TOJIYYeHHSI KOMMEHTAapHUeB C
TOYKU 3PEHMS MALIMEHTOB.

KoHncyapramum u 3KCnepTHas OleHKa

[Mocnennue M3MeHEHMST B HACTOSIIIINX PEKOMEHIAIIUSIX OBUIN B IIpeaBapH-
TeJbHOI BEPCUM IpeaCTaBIeHbI WIS qucKyccun Ha KoHrpecce sHIOKPUHO-
soroB 20—22 mag 2013 r. (MockBa), Ha KOH(EepeHINN IeTCKUX SHIOKPH-
HosoroB 22—23 utoHsa 2013 r. (ApxaHrenbck). I[IpeaBapurenbHasi Bepcust
BbICTaBJIEHA JJIsI INMPOKOro obcyxiaeHus Ha caiite ®I'BY DHILI, niag Toro
yTOOBI JIMIIA, HE YYACTBYIOIINE B KOHIpecce U KOH(MEePEeHUMSIX, UMEIN BO3-
MOXHOCTh IIPUHSTh y4acTHE B OOCYXXKIEHUM M COBEPIICHCTBOBAHUU PEKO-
MEHIALNA.

Pa6ouas rpynma

71 OKOHYATEIbHOM pedaKLMy U KOHTPOJISI KayecTBa PeKOMEHIAN Oy-
IyT MOBTOPHO TMpOaHaIM3MPOBaHbl WieHaMU paboyeil IpymIlbl ¢ LENbIO YI0-
CTOBEPUTHCS, YTO BCE 3aMeUYaHMUs M KOMMEHTApHHU SKCIIEPTOB IIPUHSITH BO
BHMMAaHEe, PUCK CUCTEMAaTMUYCCKUX OIIMOOK IIpH pa3paboTKe peKOMEHa-
LU CBeIeH K MUHUMYMY.
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BepneHve neten n NnogpoCTKOB C BPOXAEHHbIM MMNePUHCYTMHU3MOM

Cuna pexomeHaauuii (A—E, I—III) npuBoauTcs: Npu U310KEHUU TEKCTa
PEKOMEHIALIMIA.

Onpenenexne

Bpoxnennbiii runepuncysuansm (BI'M) — sT10 HaciiencTBeHHOe 3abofieBa-
HUe, XapaKTepu3ylolleecs TuIepcekperieil MHCyaruHa 0eTa-KiaeTKaMU IO -
JKEJTyTOIHOM KeJIe3bl, YTO IMPUBOAUT K Pa3BUTHUIO T'MITOTTMKEMUU.

BI'U gBnsercst peakuMm 3a00JeBaHMEM U BCTPEYaAeTCs, MO JaHHBIM €BPO-
MEeNCKUX aBTOpoB, B cpeaHeM ¢ yactoToit 1:30 000—1:50 000 >kuBBIX HOBO-
POXIEHHBIX (B MOITYJISILMSIX C BRICOKMM YPOBHEM OJIM3KOPOACTBEHHBIX Opa-
KoB — 1:2500 xuBbIX HOBOPOXIAeHHEIX [1]). B PD® peructp BI'U He BeneT-
Csl, OTHAKO MO JaHHBIM MHOTOLIEHTPOBOTO MCCIeN0BaHUSsI, TPOBEICHHOIO B
Mockse B 2009—2011 rr., pacrpocTpaHEHHOCTb B 1I€JIOM Majio OTJIMYaeTCsI
oT pacnpoctpaHeHHocTu B EBpone u coctapiser 1:45 000 >XuBbIX HOBOPOXK-
JNEHHBIX [2].

HecMmotps cBorw penkocts, BI'M siBasieTcst oqHOI M3 OCHOBHBIX NPUYWH
MEPCUCTUPYIOIINX TUIIONIMKEMUI y JeTel MepBOro rojaa xXKu3Hu |[3].

Knaccudomkauus

BI' gBasieTcst reTeporeHHBIM 3a00J¢BaHMEM KaK 3TUOJIOTMYECKU, TaK U C
TOYKM 3pEHUS] KIMHUYECKOTO TeUeHUSI U pa3HooOpa3nst MOpGOI0THIECKIX
¢dopM. OcHOBHBIE MPUHLUIBI KJIACCU(PUKALIMU TUTIEPUHCYTNHU3MA TIPUBE-
JIIeHBI B Tabm. 2 [4].

Ta6nuua 2. Knaccudukauys BpoXaeHHOro ranepuHcynnHn3Ma

C TOYKM 3peHUsT TeUSHUST TUITOTTIMKEMUIA
TpansutopHbie [Tepcuctupyroine

DTUOJIOTUIECKIE BapHUaHTbI

MyTtauuu reHOB, y4acTBYIO- CuHapoMabHbIe (hOPMBI: OcoXXHEHUST BHYTPUYT-
mux B peryasiuuu cekpeuun — Cunapom bekButa—Bumemana ~ poOHOro M rnepuHaTaaIbHO-
WHCYJIMHA: CunapoM Ariepa To MEePUOAOB Pa3BUTUS:
KCNJ11, ABCCS, GCK, Cunnpom Coroca Achukcust pu poxkaeHUn
GLUDI, HADH, UCP2, INSR, Cunmpom KaGyku [uabetnueckast (peronatus
HNF4A, SLC16A1 BpoxneHHble 1eheKThI 3amepKKa BHYTPUYTPOOHO-
TJIMKO3WJIMPOBAHUSI IO Pa3BUTHUS

BHyTpuyTpoOHBIi cerncuc
Mopdonoruueckue Hopmbl

Huddysnas DoxkanpHast ATUnuyHas
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STmonaToreHes

B HacTosIIMii MOMEHT B JIUTepaType OMMCAHO 9 IeHOB, MyTallud KOTOPBIX
MOTYT NpUBOAUTH K pa3Butuio BI'M. IToMuMo 3TOro M3BECTHBI CUHAPOMBI,
B CUMITOMOKOMILIEKC KOTOPBIX MOTYT BXOOWUTh THUIIEPUHCYIMHEMHIECKIE
runoriaukeMun. OTOeIbHYIO TPYIITY COCTAaBJISIOT TPAaH3UTOPHBIE TUIIEPUH-
CYJIMHEMUYECKIE TUIIOINIMKEMUN HOBOPOXKICHHBIX, Pa3BUBAIOIIMECS KakK
OCJIOXKHEHME IMepUHATAIbHOIO MeproAa WIN KaK CIeICTBUEC 3aIePKKHM BHYT-
puyTtpobHoro paszsutus [1, 4].

['mroK0303aBUCUMBIIE ME@XaHU3M CEKPELMM MHCYJIMHA SIBISIETCS CJIOXK-
HBIM MHOT'OCTYIEHYAaTBIM IIPOIIECCOM, KOTOPBII KOHTPOIUPYETCS pas3ind-
HBIMM TOPMOHAJbHBIMU U (pepMEHTATUBHBIMU cucTeMamMu. B Hopme mpu
MOCTYIJICHUM TJIFOKO3bI B KJIETKY OHa (hocOpUIMpyeTcss 0 CBOETrO aK-
THUBHOTO MeTaboIMTa III0K030-6-docdara. JlanHas peakius KaTaJau3upy-
eTcsl (bepMEHTOM TJIIOKOKWHAa30i. OOHUM K3 OCHOBHBIX CTUMYJISITOPOB
CeKpelry MHCYJIMHA SBJISETCS TaKKe JICHIIUMH, KOTOPBIA CIYKUT CIEL-
(pMUHBIM aKTUBATOPOM INIyTaMaTACTUAPOreHa3hl, KaTaIM3UPYIOIIe peaKk-
LIMIO TIpeBpallleHus riyramaTta B ajib(a-keTorayrapart. [J1ioko3a u JerdluH
aKTUBUPYIOT BHYTPUKJIETOUHBIM LIUMKI Kpebca, B pe3yabpraTe KOTOPOTO
cunresupyetcst AT®. Yeenuuenue cootHomeHus AT®/AIP uHrudupy-
eT paboty AT®-3aBUCHUMBIX KaJlEeBbIX KAHAJIOB, YTO BJeYeT 3a cO00i ne-
MOJISIPU3AlII0 MeMOpaHBl M OTKPBITHE BOJIbTAXK3aBUCUMBIX KaIbIIMEBBIX
KaHaJioB. Bxom MHTepCTULIMAIBHOIO KalbLUs B KJIETKY CTUMYJIUPYET BbI-
opoc mHcynuHa (puc. 1).

GLUD1 KCNJ11, ABCC8
nytamat
Fnyramargemgporel-iasa Kanvesble AT®-3aBUCKMbIe KaHarnbl
/ Anbda-
keTornytapar
NenunH /
Ta\————— ATO/AQD
Motokeunat Kpebca, /
TpaHcroptep 1 UCcP2
n Henonsapusauus
akTar, Mem6paHsbl
nupysar | SLCT6A1 I nioko30-6-choccpar P
Ca2+
okoknHasa

GCK

KanbumeBble kaHarnbl
nokosa ANbLMEBLIS KaHa,

WHcynuH

PucyHok 1. Perynauns cekpeumm HCynuHa.
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BepneHve neten n NnogpoCTKOB C BPOXAEHHbIM MMNePUHCYTMHU3MOM

[Tpy cHIKeHUM ypOBHS TJIIOKO3BI B KPOBU €€ BHYTPUKJIETOUHBII MeTa0o-
JIU3M TOPMO3UTCS, UTO YMeHbIlaeT cooTHoleHne AT®/A1P v npuBoaUT K
OTKPBITHIO KaJMEBbIX 1 3aKPBITHIO KaJbIIMEBBIX KAHAJIOB, TEM CaMbIM 0JI10-
KHPYSI CeKpelrio MHCYIMHA.

Hapymrenus ¢pynkunm AT®-3aBuCMMBIX KaJIMEBBIX KAHAJIOB, a TAKXKe Jie-
(beKThI peryisiuuy BHYTPUKJIECTOUHOIO METAa0O0JM3Ma IJIFOKO3bI MOIYT IIpH-
BOIUTH K Pa3BUTHUIO TUICPUHCYIMHEMUICCKUX TUIOTTIUKeMuil [1].

HaubGonee yacroit npuuuHoii BI'M sgBAsI0TCS MTHAKTUBUPYIOLIME MyTallu1
reHoB KCNJ 11 n ABCCS, xonupyromux 0eJKA KaJleBbIX KaHAJIOB OeTa-Kie-
TOK, KOTOPBIC MPUBOIAT K CHIKeHUIO 3Kcnpeccun ATM-3aBUCHUMBIX Kall-
€BbIX KaHaJI0B Ha MeMOpaHe, CHIKEHUIO UX PELeNTOPHON YYBCTBUTEIbHO-
CTU ¥ 3aKpBITHIO KaHamoB [5—8]. CkianpIBaeTcsl CUTyalvsl, TP KOTOPOI
HE3aBUCUMO OT YPOBHSI TJIMKEMUM MeMOpaHa O0eTa-KJIeTK HaXOIUTCS B JIe-
MOJISPU30BAHHOM COCTOSTHMM, YTO BJIEUET 3a COOOI M30BITOYHOE ITOCTYILIE-
HUE B KJIETKY KaJbLIMg U TUIIePCEKPElnio MHCynmHa [9—11].

OnucaHbl KaK ayTOCOMHO-PEIECCUBHBIC, TaK U ayTOCOMHO-IOMWHAHT-
HbIe MYyTallMM YKa3aHHBIX TeHOB [12].

AKTUBUpPYIOLIME ayTOCOMHO-IOMWHAHTHBIE MyTauuu reHa GLUDI aBnsi-
IOTCS BTOPOI MO pacrpocTpaHeHHOCTU npuunHoit BI'M. Myrauuu storo
reHa BbIBIsIIOTCS B 10—15% ciyyaeB. B cuity ocobeHHOCTel KIMHUYECKOM
KapTuHbI tanHag ¢popma BI'M HocuT Takke Ha3BaHUME «TATIEPAMMOHUEMMIA -
Hasl JISMIMHUYYBCTBUTEIbHASI TUTIOTIMKeMus» [1,13,14].

AkTuBHUpyone Mytaiuu reHa GCK, KOaupyoolero riloKOKUHa3y, ClIy-
xat npuuuHoit BT B 5—7% ciyyaes [13, 15—23].

K penkum reHermyeckuMm npuuumHam BI'M oTHocSTCS MyTaliu TeHOB
HADH, HNF4A, SLC16A1, INSR, UCP2. BaxXHO OTMETUTH, 4TO OOJIee YeEM B
40% cny4aeB MOJICKYJISIpHO-TeHEeTUYeCKyl0 ocHOBY BI'M ycraHOBUTH He
ynaercsa [13, 24—26].

I'enetnueckue BapuanThl BI'M 1 nX oCHOBHBIE KIIMHUYECKUE XapaKTepr-
CTUKM IIpUBEACHBI B Ta0OJ. 3.

Tabnuua 3. l'eHeTYeCKNE BapuaHTbl BI'V 1 nx 0CHOBHbIE (DEHOTUMUYECKNE XaPAKTEPUCTUKN

I'en Xpomocomuas bejok Tun Hacie- DeHOTHN
JIOKAJIU3aIMs JIOBaHMS
KCNJI1I  11pl5.1 Kir 6.2 AP TsoKenbie TUTIOTIMKEMUN, PE3UCTEHT-
ABCCS8 SURI HbIe K Tepanuu. JIeOoT B TiepBhIe
JTHU KM3HU
ALl l'unornukemMuu cpeaHeil cTeneHu Tsi-

xect. Moxer ObITh 3 dekTuBHA
KOHCEepPBATUBHAS TepaIusl

WUmnpun-  DokanbHbie popMbl. CTereHb TSIKE-
THUHT CTU TUTOTJIMKEMUU MOXET BapbUpO-
BaTh
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Tabnuua 3 (okoH4aHue). M'eHeTYecKne BapuaHTbl BIM 1 nx 0CHOBHble (heHOTMNNYECKNE Xa-

PaKTEPUCTMKM
I'en XpomocomHas benok Tun nacie- Penorun
JIOKAJIU3auMs JIOBAHMS
GCK Tpl3 I'mokokmnHaza  AJl Knuanyeckast KapTrHa BapuaOelbHa.
MoxeT BCTpeuaTbcsi U30JMpOBaHHAs
MOCTIPaHANaIbHAST TUTTOTJIMKEMUSI.
BosbIIMHCTBO ciyyaeB ¢ MSITKUM Te-
yeHueM. Y HermpoorneprupoOBaHHbBIX
B3POCJbIX BBICOK pUcK pa3Butust CJI
GLUDI 10g23.3 Inyramatnerua- A/l Msrkoe TedyeHUe, YyBCTBUTEICH K
poreHasza MeIUKaMEHTO3HO Tepanuu. ['uro-
[JIMKEMMUSI TT0CIe OeIKOBOI HarpysKu.
[ToBbillIeH ypOBeHb aMMUaKa KPOBU.
XapakTepHbl pa3IMuHble HEBPOJIOTH-
Yyeckre OCJIOXHEHUsI, He CBSI3aHHbIE
HAIpPSIMYIO C TMIOTJIMKeMUYECKUMU
MPUCTYNaMU
HADH 4q25 3-ruapokcua- AP Msirkoe TeueHue, YyBCTBUTEIEH K
un-KoA-ne- MenuKamMeHTo3Hou Tepanuu. [Ipote-
ruaporeHasa KaeT ¢ KeTO30M (ITOBBILIEHO COMAEP-
JKaHUe 3-TUIPOKCUOYTUpaTa B KPOBU
U 3-TUIpOKCUIIyTapaTa B MOYe)
HNF44  20ql13.12 HyxneapHbrit Al MakpocoMust TIpU POXICHUU. MsT-
¢axrop remnaro- KOe TeYeHHe, YyBCTBUTEJIEH K MeIu-
ouToB 4 anbda KaMeHTO3HOI Tepanuu. ['mmoriauke-
MHUHM Yalle TPaH3UTOpHbIE, MaHUDe-
CTUPYIOT B HEOHATAJIbHOM TEpUO]IE.
Y B3pOCIIBIX MALMEHTOB OTMEYaeTCsI
pasButue HTT u CII Tuma MODY
SLCI16A1 1pl3.2 Monokapook-  AJl l'unornukemMun mocyie aHa3pOOHOM
cuJIaT TpaHc- Harpy3ku
noptep | Tumna
INSR 19p13.2 Peuienirop Al [Mo3mHuit 16T TUITOTIIMKEMUN
WHCYJIHA (3—30 ner), Bo3moxHo pa3sutue P
BO B3pOCJIOM Bo3pacte. Msirkoe Te-
YeHUe, YYBCTBUTEJIEH K MeIMKaMeH-
TO3HOW Tepanuun
ucp2 11q13.4 HecBszanubiii A/l Msirkoe TeuyeHue, YyBCTBUTEIEH K
MPOTEUH MeIMKaMEHTO3HOW Tepanuu. TpaH3u-
2 Tuna TOPHBIE TMMOTJTMKEMUU

AJl — ayTocOMHO-IOMUHAHTHBIN; AP — ayTtocoMHo-penieccuBHbiil; P — uHCcynnHope-
sucteHTHOCTh; HTT — HapymieHue TojiepaHTHOCTH K mmoko3e; CI — caxapHblil guaber.
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BepneHve neten n NnogpoCTKOB C BPOXAEHHbIM MMNePUHCYTMHU3MOM

KnnHn4eckas kaptnHa

Kaxk npaBuno, BI'M manudectupyeT B nepBbie JHU WA HENEIU XKU3HU U
MPOSIBIISICTCS TSDKEJIBIMM, TEPCUCTUPYIOIIUMM TUIIOTIMKEMUSIMU, UIST KYy-
MMPOBAaHUSI KOTOPKIX TPEOYIOTCS B/B MH(PY3UHM TIIIOKO3BI B KpaliHe BHICOKUX
no3ax. OgHako BCTpeyaloTcs U 0oJjiee Jierkue (popMbl ¢ TTIO3AHUM Ie0I0TOM
(BILUIOTH OO TPEXJIETHETO BO3pacTa) U MATKUM TedeHneM. Kak mpaBuiio, mpu
BI' runornmkeMuu HaOJIOAAKOTCSI HATOIIAK, XOTSI IIPU HEKOTOPBIX (hopmax
TUIEePCEKPelrsl UHCYJIMHA MOXET OBbITh MHAYLIMpPOBaHA IMPUEMOM IIMIIIU.
HoBopoxnennsie ¢ BI'M 3auacTyio poxXaarTcsl KpyITHbIMU J1J1s1 CBOETO Tec-
TallMOHHOIO BO3pacTa U MpU OTCYTCTBUMU aleKBAaTHOM Teparuu HaOMpaloT
M30BITOUHBIN Bec [27—31].

[lnarHocturka

KnuHuuyeckoe o6cneposaHue

Xapakrepnble xajgo0b1 npu BI'U:

e CYIOPOXHBIA CUHIPOM;

e MBIIICYHAs TUTIOTOHMS (B HEOHATAJTILHOM TIepPUO/E);

e TIOTEpsI CO3HAHMUSI, JeTapTusl;

e TIOBBIIICHHBIN aNIIeTUT, IIPOrpeccUpyollee YBeJIMYeHNEe MACChl TEJa;

e y JIeTell cTaplliero Bo3pacTa BO3MOXKHBI IPUCTYIIbI arpeCCuy U HealeKBaT-
HOTO IIOBEICHUSI IIPU TOJIOIAHUMN.
IIpu ocMoTpe HE0OX0AMMO OOPATUTH BHUMAHKE HA:

e CTUTMBI IMCAMOpHMOTeHe3a (XapaKTepHBI MJisd CHHIPOMAJIbHBIX (opM
BI'N);

e JIaHHBIC AaHTPOIIOMETPUU (MOXKET BBISIBJISITBCSI MAaKPOCOMUS).
IIpu cOope aHamHe3a HEOOXOAUMO YTOYHHTH:

e [epUHATAJIbHbIM aHAMHE3 (Hanure ac(pUKCUU, BHYTPUYTPOOHOIO CEICUca);

e 0COOEHHOCTU TeueHUsI OepeMeHHOCTU (Hajuuue y MaTepu AuadeTa Oepe-
MEHHBIX);

e HajM4ue y 00JIbHOTO CUHAPOMA, OJHUM M3 KOMIIOHEHTOB KOTOPOI'O MO-
KeT ObiTh BI'U;

e HaM4ue OJU3KMX POACTBEHHMKOB, CTPalalOlINX TIUITOTIMKEMUYECKUM
CHMHIPOMOM, JTaHHbIE O PaHHE MJaJIeHYCCKONM CMEPTHOCTHU B POLIY;

e HaJiMume OJIM3KOPOIACTBEHHOro Opaka;

e BO3pacCT IIPOSIBICHUS MEPBBIX CUMITOMOB T'MITOTIMKEMUU.
KoncyabTamym crnenuaiucTos:

e DHIOKPUHOJIOT;

e TEHETUK (TTpU HAJIMYUM CTUTM JOUCOIMOpUOTreHe3a);

e racTpO’HTEPOJIOr (MPU HATUYUU pedItoKc-330(parura);

e JIMETOJIOT.
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MOHUTOPHHT YPOBHS IJIIOKO3bI KPOBH

[Ipu BBISIBIEHUM TUIIOTIMKEMUU PEKOMEHIIOBAH CYTOUHBIH MOHUTOPUHT
YPOBHSI INIFOKO3BI B KPOBHU, KOTOPHIN MOXET ITPOBOAUTCS IIOCPEACTBOM ITOP-
TaTUBHOIO TJIOKOMeTpa (M3MepeHue YPOBHS TIJIIOKO3bl Kaxable 1—2 4)
U/UIU cucteMamMu cyTodHoro MoHutopupoBaHus (Continuous Glucose
Monitoring System (CGMS)). OneHnBaTh TaKUM 00pa30M INIMKEMHIECKUIA
npodusib peKoMeHayeTcsl B TedeHue Kak MUHUMYM 1—3 cyt. I1pu MoHUTO-
PMHIe YPOBHS TJIIOKO3bl BaXHO BBIICHUTH, KOI/a W KaK 4acTo y MallueHTa
Pa3BUBAIOTCSI TUIIOTJIMKEMUN: IIPOMCXOIUT JIA TO HATOINAK MJIU IIOCJIE b,
€CThb JIA 3aBUCUMOCTb MEXIY TUIIOTIUKEMUSIMU U (PU3NUECKON Harpys-
Koii [31].

OneHKa MOTPEOHOCTH B IJIIOKO3€

OgHUM M3 JOIOJTHUTEIbHBIX KpUTepreB nuarHoctuku BI'U sBisieTcst Bbl-
COKasl TOTPeOHOCTD B III0OKO3€ (> 8 MI/KI/CyT) Ul TTOAAeP>KaHWSI HOpMaJlb-
HOTO YPOBHSI TJIIOKO3bI KpoBH (> 3,5 MMoJib/1). s mepecyera 3TUX IMOKa-
3aTesiell B MI/KI/MWH, UCIIONb3YIOTCS CTaHIAPTHBIE (hOPMYJIBL;

Iniokosa 6/6 (me/ke/mun) = (% pacmeopa eniokosvl x ma/ke/cym)/ 144
Wi
Ioko3a 6/6 (me/xe/mun) = (% pacmeopa enrokosvl x ma/u)/(6 x Ke).

Ecnu pebeHOK HaXOOMTCSI HA HTEPAIbHOM IMUTAaHUU, HEOOXOIUMO YUM-
THIBaTh COMEePKaHUE YIJIEBOAOB B Mullle (J1Jis1 TPyIHOT0 MOJIOKA JaHHBIN M0-
KazaTtesb B cpeHeM cocTtapisieT 7 T Ha 100 mu1, 11st AETCKOM cMecU — OKOJIO
8 mr Ha 100 ma). Huke nipeacraBiieH rpadMK COOTHOLLIEHUS TTOTPEOIsIeMOro
MoJioKa (MJI/KT/4) ¥ IOCTYIAIIE B OPraHU3M IJIIOKO3bI (MI/KI/MUH) Y
JeTeil Ha TPyAHOM BCKapMJIMBaHUU (puc. 2).

14

12

10 pyoHoe Monoko

nioko3a, Mr/Kr/MuH

'pyaHoe mMonoko, Min/kr/4

PucyHok 2. COOTHOLLEHME MeXAY KOMNYeCTBOM NOTPe6IsemMoro MosoKa u Kosim4ecTBOM rito-
KO3bl Y AeTeN Ha rpygHOM BCKapMIMBAHUN.
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BepneHve neten n NnogpoCTKOB C BPOXAEHHbIM MMNePUHCYTMHU3MOM

Jla6opaTopHasa gMarHocTuka

Junarnoctnyeckas npoda ¢ rojoxanuem (I1I)

[TpoGa ¢ roogaHmeM SIBIISICTCS «30JI0ThIM CTAaHAAPTOM» ISl TMATHOCTUKH
BI'U [28, 29].

[IpomomXKnTeIbHOCTh TOJIOAHOIO IIPOMEXYTKa 3aBUCUT OT BO3pacTa U Be-
ca pebeHKka. B HacTosIMii MOMEHT HE CYIIECTBYET CTaHAAPTU3UPOBAHHBIX
MPOTOKOJIOB JaHHOTO AMAarHOCTMYECKOTO TecTa y neteii. HaMu pekoMeHmo-
BaHO MCITOJIb30BaTh CJACAYIONINE BPEMEHHBIE ITPOMEXKYTKMU:

e HOBOpOXIeHHbIe co 3BYP — 2,5—3 yu;

e HOBOPOXIEHHBIE ¢ HOPMaJILHBIM BecoM — 3,5—4 u;
e JIeTU B Bo3pacte 1—3 mec — 6 u;

e JIETU B Bo3pacrte 3—6 Mec — 8 4;

e jieTU B Bo3pacte 6—12 mec — 10—12 u;

e 1eTn B Bo3pacte 1—2 jet — 15—18 u;

e JeTU B Bo3pacte 2—7 jet — 20 u;

e JieTU cTapuie 7 jgeT — 24 u.

MOHUTOPUHT YPOBHSI INIIOKO3BI B KPOBU B XOA€ MPOOBI TODKEH ITPOBO-
JIUTHhCSI BCEM OOJIBHBIM. Y HOBOPOXKAEHHBIX C BBICOKOI ITOTPEOHOCTHIO BO
B/B MH(Y3UU TJIIOKO3bl KOHTPOJIb YPOBHS TJIIOKO3bI HEOOXOMUM KaKIble
15—20 MuH, y meTeil Oojiee CTapIliero BO3pacTa YPOBEHbD IJIFOKO3BI MOXHO
u3mepsaTh 1 pa3 B 30—60 muH. [Ipy HacTyIIeHUM TMIIOTIMKEMHUH TIPOOY
npeKpaliarT B JIlDOO MOMEHT.

Ha mrepBom aTame o0cienoBaHusl, B HYJI€BOM TOYKE 1 Ha (DOHE MHAYLIUPO-
BaHHOI MJIV CITOHTAHHON TMIIOTJIMKEMUH (YPOBEHB IJTIOKO3bI < 3 MMOJIb/JT)
HEoO0XOIMMO IIpOaHaIM3MUpPOBaTh CIEAYIOIIME Ja0bopaTOpHbIE ITOKa3aTeIun:
e ypoBHU MHcynMHa, C-nenrruaa, Koptusoja, CTI B ceiBopoTKe;

e YPOBEHb KETOHOBBIX TeJ B IJIa3Me WM MOYE;

e YPOBEHb CBOOOIHBIX KUPHBIX KHCJIOT B IJIa3Me;

e YPOBEHb aMMOHMS B CHIBOPOTKE;

e colepXaHKWe Pa3IMYHBIX aMUHOKMCIOT Y allMJIKADHUTHHOB (TOJIBKO Ha
¢doHe rosomaHus);

e YPOBEHb JaKTaTa B KPOBH.

NB! IIpoba ¢ rosogaHreM I0JKHA TPOBOAUTHLCS B YCIOBUSIX CTalllOHApA,
noj HaOJIIOAeHUEM KBaJU(MUIMPOBAHHOTO MEIMIIMHCKOIO IIepcoHala,
TOJIBKO MPY HAJIWYUKM BEHO3HOTO AocTyIa. Ecim pebeHOK B MOMEHT 00cCie-
JIOBaHUSI TI0JTydaeT MH(PY3UIO TJI0KO3bl, Pe3KO MPEeKpallaTh e He PeKOMEH-
JyeTcsl: HE0OXOAUMO IIJIABHOE CHIDKEHME CKOPOCTHU MOCTYIIaIOIIEro pacTBO-
pa (Ha 5 mi/4 Kaxnpie 15—20 mMuH). 3a00p KpOBH IS TOPMOHAIBHOIO HC-
CJIeIOBaHMsSI TIPOBOAUTCS TIPU CHWDKEHUW YPOBHS TJIIOKO3BI B KPOBU MEHeEe
YeM 10 3 MMOJIb/JI.

NB! Y HoBopoxneHHBIX ¢ BI'M runmormmkemMust MOXKET pa3BUTBCSI CTPEMMU -
TEJbHO, C MUHUMAJIbBHBIMU KJIMHUYECKUMMU MposiBIeHUsIMU. C y4ETOM 3TO-
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ro MpU NPOBEACHUY ITPOOLI HEOOXOAUMO MOAroToBUTH 10% pacTBOp ITIOKO-

3bl JIJ1s1 OOJIIOCHOTO BBENEHUSI, a TaKXKe TJII0KaroH, BBeIeHNE KOTOPOro MO-

JKeT OBITh HEOOXOAMMBIM IIpU IIOTEpPe BEHO3HOTO JOCTYIIA.

Nurepnperanusa pe3yabTaToB npoosl ¢ rosoganuem (D IIT)

ITpu BI'U:

1. YpoBeHb MHCYJMHA B ChIBOPOTKE Ha (DOHE TMIIONIMKEMUU OyIeT UMETh
orpenensieMble 3HaueHUs (> 2 MKEn/min). YpoBeHb MHCYJIHMHA He 00s13a-
TeJbHO OyaeT BbicOKUM! DOpMaTbHO OH MOXET HE BBIXOAUTH 3a MpeaeJibl
pedepeHCHBIX 3HaueHmit [28, 31].

2. bazanpHblil ypoBeHb C-nenTHaa M ypoBeHb B MOMEHT THITOIJIMKEMUU OY-
JIyT HOpMaJAbHBIMU WJIM TIOBBILLIEHHBIMU [28, 31].

3. YpoBeHb KOpPTH30Ja B MOMEHT TUIIOINIMKEMMH MOXET OBITh HIXKE
500 HMOIB/TI, YTO HE O3HAYAaeT HAIMYMUS y peOcHKAa HaAIOYeUHUKOBOM
HegocTatouyHocTH [32].

4. Yposerb CTI' B MOMEHT IMITIOIIMKEMHUU OyIET HOPMAJIbHBIM MJIN ITOBBI-
1eHHbIM [32].

5. YPOBHM KE€TOHOBBIX T€JI 1 CBOOOHBIX JKHPHBIX KHCJIOT Ha )OHE TOJIOJAHMSI
OyIyT HU3KMMHU, He OyIeT OTMEYaThCsl UX aIeKBAaTHOTO HapacTaHUS IIpU
TOJIOIAHWU IO CPAaBHEHUIO ¢ Oa3aibHBIMU TTOKa3zaTeasiMu [28, 31].

6. YpoBeHb HOHOB AMMOHHUSI B KPOBU MOXKET ObITh HOPMaJIbHbIM WJIM 3HAYMU-
TEJIbHO TIOBBIINICHHBIM (IIpM  JICMUIIMHYYBCTBUTECIBHOM THMIIOIJIMKE-
mun) [14, 28, 31].

7. J1OKHBI COXpaHSITHCSI HOPMaJIbHbIE COOTHOLICHWSI AMMHOKHUCJIOT U AIUJI-
KapHutuHoB [28, 31—33].

8. YpoBeHb JlakTaTa KpOBM — B Ipeeax HOPMBI.

IIpo6a ¢ rmokaronom (D III)

MokeT OBITh MCIOJIb30BaHa KaK JOTIOJHUTEIbHBIN MOATBEPKIAOIINIA Me-
TOM TMarHOCTUKM M 3aBepllaTh Mpody ¢ rosogaHueM. IlaimeHTy B/M uiu B/B
BBOIUTCS I1toKaroH B 1o3e 0,3—0,5 mr/kr (He Oonee 1 Mr). YpoBeHb INIIOKO3BI
B KpoBU oueHuBaercd yepe3 5, 10, 15 u 30 MyuH. YpoBeHb IIIOKO3bI J0JDKEH
BO3pPACTH He MeHee 4eM Ha 1,7 MMoJIb/J1 OT MCXOAHOTO 3HaYeHus [28, 29].

CrumyngnuoHHbIe MPOOBI

B HekoTopbIx ciydasx runoraukeMuu npu BI'M MoryT HOCUTb MOCTIpaH-
NUAJIbHBIA XapaKTep U HE BBISBASTHCS MPU AUArHOCTUYECKOM TOJIOAAHUU.
H71 AMarHOCTUKY ITOAOOHBIX COCTOSIHMM MCITOJB3YIOTCS CIACAYIOIINE CTH-
MYJISIIUOHHEBIE TTPOOHI.

Ilpoba c naepyskoii 6eaxom (D 111)

[IpoOy XKenaTeIbHO MPOBOAUTH ITOCe 3—6 4 FOJIOAHOTO MPOMEXYTKa (ec-
JIM €CTh Takasli BOBMOXKXHOCTB). besikoBasi cMech 1aeTcsl mepopajibHO M3 pac-
yera 1 r 6enka Ha 1 kr Beca. [Ipob6a miutcesa 2 4. B HauanbHBINT MOMEHT, a 3a-
teM yepe3 30, 60, 90 u 120 MUH UcCIeaYIOTCS YPOBHHU INIIOKO3bI U MHCYIMHA
B KpoBu. IIpyn pa3BUTHHM rHUNOTJIMKEMHH B JII000i MOMEHT MPOOY CJlieyeT ocTa-
HOBHUTb W KYNMHPOBATHh TMIIOTTMKEMHIO.
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NB! Mepbl npeaoCTOPOKHOCTU TaKKE K€, KaK U MPU MPOBEASHUU MPOOLI
¢ rojjogaHueM. Y geteii ¢ nporenH3aBucuMbiM BI'M mipu mpoBeneHuu naH-
HOTO TeCTa MOTYT pa3BMBATbCsSl KpailHe TSDKEJIble TMIIOTIMKEMUU, TpeOyio-
IIKe IJIATEIbHOM MHGY3UOHHOI Tepallni pacTBOPOM IIIOKO3bI.

HWHTtepnpeTanusi pe3yabTaToOB: HaJWYK€ TMITIOTITMKEMUU C OIPEIeIsieMbIM
YPOBHEM MHCYJIMHA B 1000 MOMEHT B XOJI¢ TeCTa TOBOPUT B IIOJIB3Y IIPOTE-
uH3aBucumoro BI'U [14, 28—31].

Ilpoaoneuposannulit opasvhwiii mecm Ha moaepawnmuocms k 2nokose (D I11)

PacTtBop 17110KO03BI JaeTcs mepopanbHo U3 pacyeta 1,75 r/kr. UsmepeHue
YPOBHE IJIIOKO3bI M MHCYJIMHA B KPOBU IIPOBOIMTCSI B HAYAJIBHOM TOYKE U
yepes 30, 60, 90, 120, 150 u 180 muH. I1pu pa3BUTHN IUNOIIMKEMHH B JII000
MOMEHT MpoO0y cjeayeT OCTAHOBUTh W KyNHPOBATH IMIOINIMKeMHIO |34].

Tecm ¢ ¢usuueckoii Haepy3koit (MOXET ObITb UCIOJb30BaH MPU HATUYUU B
aHaMHe3€ JaHHbIX, YKa3bIBaIOIIMX HA TUITIONIMKEMUU, UHAYLMPYEMbIe (hU-
3ndeckuMu Harpyskamu) (D 1II).

BEITIONHSIIOTCS YIIpaskHEHMST Ha BeJIOTpeHaxkepe B TeueHue 10 MuH; HeoO-
XOIMMO JIOCTUYb TaxuKapauu, pasHoit 200 MmuH~!. M3MepsIOT ypOBHU IJIIO-
KO3bl M MHCYJMHA B KpoBHU 3a 10 MMH 10 Hayajla TecTa, B HAYaJIbHBIN MO-
MeHT, 3ateM uepe3 10, 20 30, 40, 50 u 60 muH. Ilpn pa3BUTHH IMIOTIHKEMHH
B JII000i MOMEHT NMpo0y CJieAyeT OCTAHOBUTb M KYNHPOBATH TUIOIHKEMHUIO.

HMHTepnpeTauns pe3yabTaToOB: HAJIWYKE TUIIOTIMKEMUN C OIPEACIsSIeMbIM
YpPOBHEM MHCYJIMHA B JII0O0OOi MOMEHT B XOJ€ TeCTa TOBOPUT B IIOJIb3Y
BI'U [35].

FeHeTMuYecKoOe o6cneposaHme

[Tocne nabopaTopHoro noareepxkaeHus BI'M 1 uckiroyeHus: TpaH3UTOPHBIX
dopm (3BYP, achukcust mpu poxxaenun) BceM aetsam ¢ BI'M pekomenmoBa-
HO TIPOBEJCHUE MOJIEKYJISIPHO-T€HETUYECKOTO MCCIEAO0BaHUS TE€HOB
KCNJ11u ABCCS. ITpoBoasT MOJHOE CEKBEHUPOBAaHME YKa3aHHbBIX TEHOB, a
B CJIy4yae BBISIBJICHUS MYTalluii OOCJIEMyIOT Ha TMPEeaIMET WX HOCUTEIbCTBA
o0oux poauTtesneil. MoaeKyasIpHO-TEeHETUIECKOE UCCIeI0BaHE TUX TE€HOB
MPUHIIMIMAIBHO, TaK KaK MTO3BOJISIET C BHICOKOI 0JIei BEPOSITHOCTHU OIpe-
IeauTb Mopdosorudyeckyto gopmy 3adoneBanus [31].
WNutepnperamus pesyabratoB (D I1I)

e Hanuuue roMo3uroTHbIX a Tak>Ke KOMIAYHIHBIX IeTepO3UroTHBIX MyTalluit
noareepxaaetT nuarHo3 BI'M m cBuaeTenscTBYyeT B MOJb3y AuGdysHoi
tdbopmbr 3a60neBanus [1, 3, 5, 36].

e I'eTepo3uroTHpie MyTanuu, YHAC/AEA0OBAHHbIE OT OTIA (B CJIy4yae OTCYTCTBUS
y Hero KiaMHM4eckoil kKaptuHbl BI'M), moarBepxkmaior anarto3d BI'M n
CBUJETEILCTBYIOT O HaTWYUK (poKaabHOM dopmbl 3a00seBanus [1, 37].

e I'eTepo3uroTHpie MyTanuu, Bo3HUKIIHE de NOVo, a TaKXKe yHACJeTOBAHHbIE
OT MaTepH (B cllydae OTCYTCTBUS y Hee KIMHMYEeCKOoi KaptuHbl BI'M), ¢
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BBICOKOM J10JIeli BEpOSITHOCTHU TMOATBepxXaatoT nuarHo3 BI'M, onHako Mo-
IyT HaOJoaaThesl Kak npu Aud¢y3HbIX, TaK U IPpYU aTUIMUYHBIX (popmax
3aboneBanud [1, 3, 5].

e OTrcyTcTBHE MyTAlMIii B YKa3aHHBIX TeHaX He MCKIIodaeT nuarto3a BI'U u
He UCKJIIoYaeT Hann4us (pokaibHOM (DOpMBI 3a001€BaHUSI, OMHAKO BEPO-
SITHOCTH €€ BBISIBJICHUS B JAHHOI CUTyallny 3Ha9MTENIbHO HIKe [1, 3, 5].
ety ¢ rumepaMMOHMEMUEH W ITPOTEMH3aBUCUMBIM XapaKTepOM THITOTJIN-

KeMMI1 MOTYT OBbITh 00C/IeAOBaHbI Ha MpeaMeT MyTauuii reHa GLUD [13, 14].
Hetn ¢ TUIIOITMKEMUSIMU, Pa3BUBAIOIIMMUCS TOCIE efnl (ITocie TecTa Ha

TOJIEPAHTHOCTD K IJIIOKO3€), MOTYT ObITh 00CIeA0BaHbI HAa MPEeIMET MyTalluii

reHa GCK [15, 17].

[Ipy Hamuuum XapaKTepPHBIX CTUTM OHCOMOpPHOTEHe3a, TOBOPSIIUX B
MoJb3y TOrO WIW MHOTO CUHApomajbHOro BapuaHta BI'M, HeoOXomamMbl
KOHCYJIbTallUsI TeHETUKA U MOJIEKYISIPHO-TEHETUYECKOE MCCIIeIOBaHUE CO-
OTBeTCTBYyIoIIero reHa [1, 3, 13].

AudcddepeHumnanbHas amarHocTuka hokanbHOMN
m anchcy3nom chopm Brv (1li—Iil)

ITpoBectu nuddepeHIUaIbHYO IMaTHOCTUKY MOP(OJOTMYecKOi GopMbl
BI', a Takxke BU3yaTM3upoBaTh MaTOJOTUUYECKUI yYaCTOK MPU HATUIUU
(okanpHO# (OPMBI B HACTOSIIIINIT MOMEHT BO3MOXKHO JIUIIb C IIOMOIIBIO
MO3UTPOHHO-3MUCCUOHHOI ToMorpaduu (IMAT) ¢ BF-L-guruapokcude-
HunananuHoM (*®-JJOTIA). L-JOITA BbIpabGaTbiBacTCs B HEHPOIHIO-
KPMHHBIX KJIETKaX WM SIBISICTCSI IIPEAIIESCTBEHHMKOM KaTeXOJIaMHHOB.
B GeTa-kieTkax nomxenymouHoit xxene3bl L-JIOITA KoHBepTUpyeTCs B 10-
namMuH 1ipu yyactuu depmenTta JOITA-kapbokcunaspl. 3axBaT M30TOMA
BD-JOITA 6eTa-KJIeTKAMU C BBICOKMM YPOBHEM CEKPELMU WMHCYJIMHA
BBIIIIE, YEM KJIETKAMU C HOpMaJbHOW aKTUBHOCTHIO. Takum obpazom, npu
¢doxanpHom BI'M 3axBaT m3o0TOoma B 00JAaCTH MATOJOTMYECKOro (PoKyca
3HAYUTEJIbHO BHIIIE, YTO HAeT BO3MOXHOCTh YCTAHOBUTH €ro JIOKAaIM3a-
uuto [38, 39]. UccnenoBaHusi, IpOBEeIEHHbIC B PA3JIMUHBIX MEAULIMHCKUX
LIEHTpax, MOATBEPAMIM, UTO IPU BU3yaau3aluuu (pOKaJIbHBIX (OPM JaH-
HBI METOI JaeT JOCTOBEpPHEIE pe3yabTaThl. I1o0 pa3HBIM TaHHBIM, YYBCT-
pureabHocTb [19T ¢ B®-JTOTIA cocrasiser oT 88 no 94%, a cneuuduu-
HocTh — 100% [38—40].

Baxcno! Cmanoapmuvie pymunHvle Memoosl eusyaiusauuu (makue Kax
MPT, myaomucnupansnas KT, aneuoepagpus) npu goxanvhvix gopmax BI'H
Heungopmamuensl. B nacmoawuii momenm uzomon ®-JIOIIA ¢ Poccuiickoii
Dedepayuu He npou3800UMCcs, YUMo 0eadem HeB03MONCHbIM NPOBedeHUe OAHH020
uccaedosanus 8 Poccuu.
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JleyeHune

OcHoBHas 3agaya jeueHus ripu BI'M 3aximiodaercst B JOCTUKEHUM CTOMKOI
SYIJIMKEeMUH Ha (OHE HOPMAJIbHOTO pexkuma IuTaHus. CTOUT OTMETHUTD,
YTO TOOUTHCS STOTO yIAeTCs OTHIONb HE BCEIa; B TAKUX CIy4YasiX BO3MOXKHBI
JNHUETOJOIMYEeCKIe MAaHUITYJISILIMY, HalIpUMep UCII0Ib30BaHUEe 000TallleHHBIX
yIJIeBOOaMM cMeceli, mo0aBKa K pallMOHy KyKypy3HOro Kpaxmalia, a B HEeKO-
TOPBIX CIIydastX — racTPOCTOMUSI, YTOOBI 00ECIIEYUTh BO3MOXHOCTD HEIpe-
PBIBHOTO KOpMJIEHHUSI B HOUYHBIE Yachl [3, 4, 31,41].

IMockonbKy runornukemun npu BI'M HOCSIT rMmOKeTOTUYECKUI XapakKTep,
mo0boe, Jaxe CyOKIIMHNYECKOe CHIDKEHME YPOBHSI TJIIOKO3bI KPOBU B IETCKOM
BO3pacTe MOXKET MPUBOAUTh K TSDKEIbIM HEBPOJOTMYECKUM OCJIOXKHEHM-
am [42, 43]. Y nmereii ¢ BI'U pekoMeHmyeTcsT MOIIepsKBATh YPOBEHD TITIOKO3BI
KpoBU 0Oojsee 3,5—4 MMOJIb/JT He3aBUCUMO OT ITpueMa iy [41].

HeoTno)XxHasa noMollb Npyv rMnepuHCcyIMHEeMM4YeCcKon
runornukemum [3, 4]

Ecau pebenok 6 cosHaHuu M MOXET MUTh U €CTb:

e 51aTh rejib [MmocTol (CcrneuaabHbliA elib ¢ TI0K030ii), 20% pacTBOp LII0-
KO3bl UM TabJETKY TIIOKO3bl BHYTPb, 3aTeM HAaKOPMUTb.

Ilpu coxpanenuu eunoeaukemuu uau ecau pebeHoK Oe3 CO3ZHAHUSL:

e IIpM HAJIMYMK BEHO3HOIO IOCTyHa — BBECTH B/B OOJIOCHO (MEIJIEHHO B
teyeHue 3 MuH) 10% pacTBop NIIOKO3bI, 1 MJI/KT, 3aTeM HayaThb B/B UH)Y-
3uto 10% pacTtBopa TJIIOKO3bI M3 pacyeTa 3 MJI/KT/4, YBEJIMYUBATh CKO-
pOCTh BBEICHMS 1/WIA KOHILIEHTPALIMIO pacTBOpPa ITIOKO3bI B 3aBUCHMO-
CTH OT YPOBHSI IJIIOKO3bI B KPOBHU;

e IIPU OTCYTCTBMU BEHO3HOIO JOCTyIla — BBeCTU IJokaroH, 0,1 Mr/kr
(MakcuMyM 1 MT) II/K WK B/M (MOJicem omme4amscs pebayHo-eunoeauke-
Mus).

BA?KHO! Obsem ungy3uu entoko3vl U KOHUEHMpAuus npenapamos 3aeucsm

om YpoeHs eatKo3vl kposu. Ilenesoil yposenv enwxoszvl npu BIH — 60-

nee 4 mmons/a.

MeaukameHTO3Has Tepanusa

CyliecTByeT HECKOJIBKO TpenapaToB, 00JIaalolInX NHCYJIUHOCTATUIECKUM
neiictBueM. OCHOBHBIE TIpenapaTrhl, MCIoJb3yemble 1 jgedeHuss BI'U,
NpuBeIeHH B TaOI. 4.

ITpenapatom BbIOOpa SIBISIETCSI AMA30KCUI, OAHAKO, YYWUThIBAsl €r0 CIO-
COOHOCTH BBI3BIBaTh 3aIEPXKKY KMIAKOCTH B OpraHu3Me, HIeTsIM, IOJydaro-
MM UWHQY3UI0 pacTBOpa IIIOKO3bl B OOJbIIMX KoJdWuyecTBax (Oosee
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200 mu1/Kr/CyT), peKOMEHI0BaHO HAUMHATD JieUeHNe ¢ TIperapaToB COMaTo-
cTaTWMHA U riaoKaroHa |[3, 4].

YkazaHHbBIE HIKE IIperapaThl BO3MOXHO IIPUMEHSITh B KOMOMHALIMN.

s oueHKN 3(pHEKTUBHOCTHA ITPOBOAVMMOI TEpaIMu CJIeIyeT PeryIsspHO
U3MEpSITh YPOBEHb IIIOKO3bl Iia3dMbl. CTOUT OTMETUTh, YTO 3(h(HEKT OT
MIPOBOIMMOTIO JICUCHUSI MOXET OBITh JOCTUTHYT HE Cpasy, TaK, HallpuMmep,
JJIs AMa30Kcuaa HeoOXOIUMO BbLKIATh 3—4 CYT mocje Hayaja JeyeHUus U
JINIIB TIOCJIe 3TOTO OLIEHMBATh ero 3ddekTuBHOCTS |3, 31].

Kpurepuem a3(hheKTUBHOCTH KOHCEPBATUBHOTO JICUCHMS SIBJISICTCS B IIep-
BYIO OdYepelb BO3MOXHOCTH JOCTWXKEHMSI CTOMKO# syrmmkemuu (> 3,5—
4 MMOJIb/1) Ha (hbOHE OTMEHBI B/B BBEIEHUS TJIIOKO3bI 1 INIF0KaroHa. Jlomos-
HUTEJIbHBIM KPUTEPUEM SIBIISICTCS CIIOCOOHOCTh peOeHKA BBIACPXKUBATH I0-
JIOXKEHHBIN JTISI €ro Bo3pacTa/Beca WM MUHUMAJIBbHBIN Oe30MacHBI TOIOI -
HBII MTPOMEXKYTOK.

B cnygae addexkTuBHOCTH Tepanuy peKOMEHIOBAaHO IIPOBEICHNE KOHT-
POJILHOTO TOJIoNaHMsI Ha (hOHE Tepalliy ¢ OLICHKOM YPOBHSI MHCY/IMHA U Ke-
TOHOBBIX TeJI (B HUaeaje B KOHIIE MPOObl, HE3aBUCUMO OT MPOIOKUTETbHO-
CTU TOJIOHAHUS, €CIM OJOCTUTHYTA TUIOTJIMKEMUS, YPOBEeHb MHCYJIMHA I0J-
JKeH OBITh MeHee 2 ef/JI, a KOHIIEHTPaIsl KETOHOBBIX T JOJKHA aleKBaT-
HO HapacTtatb) [3, 31].

OnepaTusHoe neueHue (D I1lI)

ITokazanus:

1. ®okanwHast ¢popma BI'U (Bcerma).

2. Iuddysubie dopmbl BI'M (mpu noka3zaHHOM pe3UCTEHTHOCTU K MeauKa-
MEHTO3HOMY JICUEHMUIO).

Bunpl onepaTuBHOIO JeYeHHs

1. ITpu okanbHBIX (hopMax — YacTUIHAS PE3eKIIMS MTOMXKETYT0YHOM XKelre-
3bl C yHaJIeHUEeM I1aToJoru4eckoro ¢okyca. Mcxod onepauuu — noaxoe
ebizdoposaerue [44].

2. Tlpu muddysHbix popmax — cyodTOTanbHas1 MaHKpeaTaKTomus. Hcxod
onepauuu — 6 nepavle 200bl NOCAe ONEPAMUBHO20 AeHeHUs dyerukemus (50—
60%), eunoeauxemuu (30—40%), caxapuwiii duadem (10—20%); npu omoa-
ACHHbIX HaOnr00enusx — 6 boavuuncmee cayuaes (00 95%) passusaemes ca-
Xapuwiii duabem. DKx30KkpunHas Hedocmamournocmo [31,44].

BrimonHeHue omnepaliyii BO3MOXHO Kak JalmapoTOMUYECKUM, TaK U Jiarna-

POCKOIMMYECKUM TOCTYIIOM.

AvHamMmunyeckoe Ha6bnoaeHue 3a 60/IbHbIMM

Hetu ¢ BI'M 10KHBI peryasipHO 00CIea0BaThCS C LIEbI0 OLIEHUTh CTEIEHb
KOMIIeHcaluuu 3abojieBaHus U 3(PGEeKTUBHOCTbL MPOBOJUMOIO JICUSHMUSI.
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MHorue uccienoBarean oTMedaroT, yTo TeueHue BI'M ¢ Bo3pacToM cTaHO-
BUTCSI OoJiee MSITKKM, a B HEKOTOPBIX CJIydyasix BO3MOXKHA Jaxe IOoJHas pe-
Muccus. DTO, B IIEPBYIO OUYepenb KacaeTcs AeTel ¢ TPaH3UTOPHBIMU BapH-
antamu (nocneactsus 3BYP, nepuHaTanbHoi acukcun). Takue mauueH-
ThI, KaK IIPaBUJIO, IIEPECTAIOT HYKIAThCs B TeparvM 10 JOCTUKEHUM BO3pa-
cra 3—6 Mmec [3, 4, 31, 45].

MpoTokon AMHAMUYECKOro HabNOAeHUA AeTei C TPAHIUTOPHLIMU MATKUMU
thopmamu BI'} (nocnepcrens 3BYP, nepunaranpHoit acthuxcun)

Yactota: 1 pa3 B 2—3 Mecsua.
KoHcynpranms,/ocMoTp:

e BHIOKPUHOJIOT,

e HEBPOJIOT;

e IIeauaTp.

JlaGopaTtopHble Ucciea0BaHUS:

e IJIMKeMUYECKUid mpoduib, 1—3 nHsA Ha (poHe Tepamnuu;
e KOHTpOJIbHAs MMpoda ¢ rojiogaHueM Ha (poHe Tepamuu.

[Tpu oTcyTCTBUM TMIIOTIMKEMUI U aJieKBaTHOW peaklMy Ha TOJOJ MPO-
OYIOT OTMEHUTH AUa30Kcua. Teparus oTMeHsIeTcs 3a 3 THS 10 ITaHupye-
Moit rocnutanuzauuu. [Ipu rocnutanuzauuu pedbeHKYy MPOBOAUTCS Mpobda
C TOJIOIAHUEM C OLIEHKOW MPOIOKUTEIbHOCTH BbIAEPKMBAEMOTO TOJIOI-
HOTO MPOMEXYTKa U U3MEPEHNEM YPOBHS MHCYJIMHA U KETOHOBBIX TeJ Ha
MOMEHT 3aBepleHus mpoosl. [Ip1 OTCYTCTBMU TaHHBIX, YKa3bIBAIOIIMX Ha
TUTIEPUHCYJIMHU3M, HEOOXOAMMOCTH B JajbHEHIlIeM JIeUeHUM TaKux Ma-
LIMEHTOB HeT.

MpoTrokon AuHaMUYECKOro HabnoaeHns AeTeil ¢ NEPCUCTUPYIOLUMHU
thapmako4yscTBuTenbHbiMu thopmamu BIr'

Yacrora: 1 pa3 B 3 Mec B IiepBbIii roj XKU3HU, 3aTeM | pa3 B 6 Mec 10 3 JieT,
3aTeM, B caydyae KOMIIeHcaluu, 1 pa3 B rof.
OcMmoTp:
e aHTpornoMeTpus (0COOEHHO BHMMATEIbHO, €CI PeOCHOK MOJIydaeT Tepa-
MU0 aHaJIoTaMU COMAaTOCTaTHHA);
e TICUXOMOTOpPHOE pa3BuUTHE (HAOJIOIeHUEe HEBPOJIOTa).
JlaGopaTtopHble uccieaoBaHUsI:
e MIMKeMUYECKUIt mpoduib, 1—3 AHSA Ha (oHe Teparuu;
e KOHTpOJbHas Tpoba ¢ rojiogaHueM Ha (poHe Teparuu;
e CTUMYJISIIIMOHHBIC MPOOLI HAa (DOHE Tepanmuu (IpU HAIMIUU Yy OOJBHOTO
JIoOKa3aHHOU KOHKpeTHoil (popmbl BI'HN).
Baxno! Koppekuust 103 nokHa ObITh OCHOBaHA B IIEPBYIO O4epelb Ha
YPOBHE ITIOKO3BI KPOBH U pe3yJIbTaTax 00CIeIOBaHMS, a He OBITh MCKITIOIM -
TEJIbHO PAaCUETHOM.
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B nybGepraTHOM mepuoje MOXET OTMedaTbcsl AeKOMIIeHcalus 3aboyeBa-
HUSI, CHIDKEHUE KOMIUIAGHTHOCTHU TIpUeMa IpernapaToB, UTo TpedyeT Ooiee
BHUMATEJIBHOTO 00CJIeAOBAHUS JOeTeil, a B HEKOTOPHIX CIy4asx IpUBIICYC-
HUS TICUXOJIOTMYECKON MOIIEePKKU.

MpoTtokon AuHaMnyeckoro HabnoaeHns paerteil nocne cy6ToTanbHoO
NaHKPeaTIKTOMnu

YacroTa: 1 pa3 B 3 Mec B nepBbIii Toj, )KU3HU, 3aTeM 1 pa3 B 6 Mec 10 3 JIeT,
3aTeM, B caydyae KoMIleHcaluu, | pa3 B rof.

JlaGoparopHblie 00CIeT0BaHUS: KOMILJIEKCHOE 00Ce0BaHNe Ha MPEeaIMET
Pa3BUTHSI MHCYJIMHO3aBUCUMOIO CaxapHOro auabdera (ITMKeMUYECKUIA TIPo-
(unp, ypoBeHb TNIMKUPOBAHHOTO I'e€MOIJIOOMHA, OpaJbHBINA TECT Ha TOJE-
PaAHTHOCTbH K TJIIOKO3€).

Hab6noneHne sHAOKPUHOJIOITOM, TaCTPOIHTEPOJIOTOM, AUETOJTOTOM.

OneHKa 9K30KpUHHOUN (yHKIUM MOIKETYTOUHOM KeJe3bl (KOMposorus,
aKTUBHOCTb 3J1acTa3bl 1 B Kajie), pellleHre BoIpoca O MpUCcoeIMHEHUU dep-
MEHTOTEpaIliu.

O6y4yeHme poautenen

e Ponutenu/onekynnsl aeteit ¢ BI'M B o0s3aTebHOM IIOPSIKE TOKHBI
YMETb ONPEAeSATh YPOBEHbD IIIOKO3bI B MJ1a3Me ¢ MOMOIIbIO MOPTaTUBHO-
ro rjiokomerpa. Heo0xoaumo aaThb pOAUTENSIM YETKHWE MHCTPYKLIMU OT-
HOCHUTEJIbHO YaCTOTHI U3MEPEHUIA U 11eJIEBBIX 3HAYEHUI YPOBHS TJIIOKO3HI.

e Heobxonumo pacckazaTb pOAUTENSIM O BO3MOXKHBIX CUMIITOMAX TMITOTIN-
KEeMUHU y JIeTell pa3Horo Bo3pacTa.

e B momarirHeit anreuke 00s13aTeIbHO TOKHBI MMEThCS CJICAYIOIINE TUTIeP-
MIMKEMUYECKUE CPeACTBa JJISl SKCTPEHHOTO MPUMEHEHMUS.

1.

PactBop rimoko3sl (20—40%), BBemeHUE KOTOPOIO BO3MOXHO IEpO-
pajbHBIM ITyTeM. [IpuMeHseTcs, ecian y pebeHKa TMITOIJIMKEMUS U OH B
co3HaHuU. BaxxHo mpemocTepeyb poauTeNeil OT MOMBITOK CaMOCTOSI-
TEJIBHOTO MMapeHTePaJIbHOIO BBEICHNUS pacTBOpa IIIOKO3bl, TaK KakK B/M
UHDBEKIIUUA PACTBOPOB C BBICOKOI KOHIEHTpALIMEH MOTYT IPUBOAUTH K
Pa3BUTUIO MECTHBIX OCJIOKHEHUIA.

. I'mokorens nimn TablieTKU TI0KO3bl (JJIS1 MepopaJbHOrO MPUMEHEHMS).

HpI/IMCHSIIOTCH, cCiin y p€6€HKa TUITIOTJIMKEMUSA U OH B COBHAHUU.

. PaCTBop TJIIOKaroHa JJid B/M NN H/K BBCACHMNAA. Mozxket IIPUMEHATHCA

MPU TSIKEJIBIX TUTIOTJIMKEMUSIX ¢ TToTepeit co3Hanus. HeobxonuMo o0y-
YeHMe TeXHUKE Pa3BeACHMS IIperapaTa U IMPOBeACHUS UHbEKIIMIA.

e [Ipu nocryrieHur pedeHKa B AeTCKUM cal WIW IIKOJY HeOOXOIUMO MH-
¢dopMUpoOBaTh YUUTEIsI/BOCIUTATENST/ MEAULIMHCKYIO CECTPY O ero 3adoJie-
BaHMU U MYTIX KYIMPOBAaHUS TUITOINIMKEMUYECKUX COCTOSTHUIA.
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Poaurtenun moJKHBI 3HATh O TOM, UTO B Cly4yae pa3BUTUsI MHTEPKYPPEHT-
HbIX 3200JIeBaHUI, COMTPOBOXAAIOIIMXCS NMapeeii, pPBOTON U OTKa3oM OT
€l1bl, TUIIOTJIMKEMUU MOTYT YCYIYOJISIThCSI M pa3BUBAThCs Adaxke Ha (hOHE
MPOBOIMMOTO JeueHus. B mogobHbix ciuydasx aetsiMm ¢ B MoxeT ObITh
PEKOMEHAOBAHA TOCIMTAIMU3ALMS C LEAbI0 MPOBEACHUS IOAAEPKUBAIO-
et MHPY3MOHHON Tepalnil pacTBOPAMU TITIOKO3HI.

BceMm nanuentam ¢ BI'M pekomeHayeTcs HollleHWe Opaciiera ¢ yKkazaHueM
UMeHH, TeJedoHa TOBEPEHHOIO JIMIA U peKOMEHIALUSIMU 110 OKa3aHUIO
9KCTPEHHOM MEOULIMHCKOM ITOMOIIIN.
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(MenrepanbHble
KAVMHWYecKne
peKoMeHAaUNW
(NMPOTOKOABI)

NO AVBrHOCTMKE

VI ABYEeHUIO
HecaxapHoro Anabeta
vV AeTel 1 NOAPOCTKOB



CnMCoK coKpaLLeHu

Al — aHTUAMYpPETUYECKUI TOPMOH

MPT — mMarHUTHO-pe30HaHCHas ToMorpagus

HJI — HecaxapHbIit guabdeT

HHJ — nedporeHHbI HecaxapHbIN IuabeT

III1 — MepBUYHAST NOJUIAUIICUS

PKMN — paHapoMu3upoBaHHbIE KIMHUYECKUE UCCAEAOBAHUS
XI'Y — XOpHMOHMYECKUIA TOHAIOTPOIIMH YejloBeKa

IIHJI — ueHTpaiabHbIi HecaxapHblil 1uabeT

IHHC — ueHTpanbHas HepBHasl cucTeMa
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[narHocTnka v neveHne HecaxapHoOro amnaberta y OeTen 1 NOAPOCTKOB

MeTononoruga

MeTtopl, HCNOJIb30BAHHBIE IS cOOpa/CesleKMU T0KA3aTeNbCTB:
e TIOMCK B DJIEKTPOHHBIX 0a3ax ITaHHBIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeToabl, UCNO/Ib30BAHHDIE ISl OIIEHKH KAYeCTBA M CUJIbI 0KA3aTelbCTB:
e KOHCEHCYC 9KCIEPTOB;
e OIlIEHKA 3HAYMMOCTHU B COOTBETCTBUMU C PEUTUHTOBOU cxeMoii (Tadi. 1, 2).

Tabnuua 1. PeliTuHroBas cxema Ans OLEHKN CUMbl PEKOMEHAALNIA

YpoBuu noka- Onmcanue
3aTebCTB

1++ MeTaaHanu3bl BBICOKOTO KayecTBa, CUCTeMaTHyeckue 0030pbl paHIOMU3UPO-
BaHHBIX KOHTpoaupyeMbix uccienosanuii (PKW) unu PKU ¢ oueHb HU3KUM
PUCKOM CHCTEMaTHMYECKMX OLIMOOK

1+ KauecTtBeHHO MpoBeaeHHbIE MeTaaHaIN3bl, cucTeMaTndeckue 063opsl PKI
wii PKM ¢ HU3KUM pUCKOM CHUCTeMaTUYECKHX OLIMOOK

1- Mertaananusbl, cucrematudeckue 063opsl PKU i PKHW ¢ Bbicokum puc-
KOM CUCTeMaTHYECKUX OIIMOOK

2++ BbIcOKOKaYeCTBEHHbBIE CHCTEMATUYECKUEe 0030Pbl UCCICIOBAHUMN «CITydaii—
KOHTPOJIb» WM KOTOPTHBIX MCCIEA0BaHUIA. BbICOKOKaueCTBEHHbBIE 0030pbI
HCCIENOBAHUM «CITy4ali—KOHTPOJIb» UM KOTOPTHBIX UCCIENOBAHUN C OUeHb
HU3KUM PUCKOM 3(h(HEKTOB CMENTMBAHUS WM CUCTEMaTUYECKUX OIIMOOK 1
CO CpelHeil BepOSITHOCTbIO MPUUMHHO-CIISICTBEHHOW CBSI3U

2+ XopoII0 MpoBeIeHHbIE NCCIEIOBAHUS «CIIydall—KOHTPOJIb» MM KOTOPTHbBIE
HCCIIEOBAaHUsI CO CPETHUM PUCKOM B(D(HEKTOB CMEIIMBAHUS WIM CUCTEMATH-
YeCKUX OLIMOOK U CPeAHe BEPOSTHOCTbIO MPUUMHHO-CISICTBEHHOW CBSI3U

2- WccrnenoBaHust «cnyqaﬁ—Kom'ponb» MW KOropTHbIE MCCJIEJOBaHUS C BbICO-
KM PpUCKOM 3(1)(1)€KTOB CMEUIMBAHUST WJIM CUCTEMATUYECKUX OIIMOOK U CO
CpCﬂHCfI BEPOATHOCTBIO HpH‘IHHHO-CHeHCTBCHHOﬁ CBA3U

3 HeaHanutuyeckue ucciaeqoBaHus (HampyuMep: omucaHue ciydaeB, Cepuii
clIy4yaeB)

4 MHeHMe 3KCIepToB

MeToapl, UCHOJb30BAHHDBIE JJIS AHAIM3A 10KA3aTe/IbCTB:
e 0030pHbI MyOJUKYEMbIX METaaHAIU30B;
e cUCTeMaTUYEeCKMe 0030phl C TAOJIMIIAMU JOKA3aTeJIbCTB.
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OnucaHne MeTOA0B, UCNOJIb30BAHHBIX IS AHAJIM3A J0KA3aTeIbCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTuHroBas cxema Ans OLEHKN Ka4yecTBa PeKoMeHaaLnii

Cuna  Onucanue

A [To MeHbIIIeit Mepe OANMH MeTaaHaIU3, cucteMatndeckuit o63op wim PKU, onenen-
Hble KaK |4+, HampsiMylo NPUMEHEHUMbIE K LIeJIEBOI MOMYISLUU U AEMOHCTPUPYIO-
11e YCTOWYUBOCTb PE3YJIbTATOB.

Jlubo Tpyrina 10Ka3aTebCTB, BKIIIOUAIOIIasi pe3yIbTaThl UCCIeI0BAHUIA, OLIECHEHHDIE
Kak |+, HAMPsSMYIO MPUMEHUMBIE K LIeJIEBOM MOMYJISIUN U JeMOHCTPUPYIOIIKe 00-
LIYI0 YCTOMYMBOCTb PE3yIbTaTOB

B I'pynna pokaszarenbCTB, BKIIOUAIOLIAs pe3yibTaTbl UCCASIOBaHM, OLEHEHHbIE KakK
2++, HaPSIMYIO TIPUMEHUMBIE K 1IEJIEBOI MOITYJISIUN U IEMOHCTPUPYIOIIUE OOIIYIO
YCTOMYMBOCTD Pe3yJIbTaTOB.

Jlub6o noka3zateabCTBa, IKCTPAIIOJIMPOBAHHBIC U3 MCCIICIOBaHMIA, OLIEHEHHBIX KaK 1++
w1+

C I'pynma mokaszatesbCTB, BKIIOYAIONIAs pe3yIbTaThl UCCAEIOBaHMI, OLIEHEHHbIE KakK
2+, HAMpsSIMYIO MPUMEHUMBbIE K 1I€JIeBOW MOMYJISILIMUA U IeMOHCTPUPYIOLIUE OOIIYIO
YCTOMYMBOCTD PE3y/IbTATOB.

Jlubo JO0Ka3aTeJIbCTBA, SKCTPAIIOJIMPOBAHHBLIC U3 I/ICCIIC,Z[OBB.HI/Iﬁ, OLIEHEHHBIX KaK 2++

D Jloka3zaTenbCTBa YPOBHS 3 WiH 4.

Jlu6o noxasarejibCTBa, SKCTPAIIOIMPOBAHHbIE M3 UCCIIENOBAHMIA, OLEHEHHBIX KaK 2+

Nunuxkatopsl Hamiexameii npaktuku (Good Practice Points — GPPs)

PexomeHnnyemass Hamjiexallasi mpakTuka 0a3upyeTcsl Ha KIMHUYECKOM
OIbITE YJIEHOB paboyeil IrpymIibl 1Mo pa3dpadboTKe peKOMEHAALUA.

DKOHOMUYECKHIi aHAIN3

AHanM3 CTOMMOCTU HEe MPOBOJAMIICS, M MyOIMKALMU T10 (PapMaKO3IKOHO-
MUKEe He aHaJIM3UPOBAJICh.

MeToabl BATMAM3AIMA PeKOMEHIAHIA:
e BHEIIHSIST SKCIIEPTHAST OLIEHKA;
e BHYTPEHHSISI 9KCIIEpTHAsI OLICHKA.

Onncanue MeTOOB BAIMIU3ANNN PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA pELIeH3M-
POBaHBI HE3aBUCUMBIMHU 3KCIIEPTAMM, KOTOPBIX MOIPOCUIN IIPOKOMMEHTH -
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poBaTh IIPeKIIe BCETO TO, HACKOJIBKO MHTEPIIPETAlIMs TOKA3aTeIbCTB, JIeXKa-
IIMX B OCHOBE PEKOMEHIAIIMA, JOCTyITHA /s TIOHMMAaHMSI.

[TomydeHbl KOMMEHTApUM CO CTOPOHBI Bpauell IIepBUYHOIO 3BeHA U yda-
CTKOBBIX IEIMAaTPOB B OTHOIICHUU JOXOAUYMBOCTH M3JIOKEHUSI PEKOMEHIa-
LM ¥ OLIEHKU BaXKHOCTH PEKOMEHIalldil KaKk paboyero MHCTpyMEHTa IMO-
BCEIHECBHOU MPAKTUKMU.

KoHcyapranum M 3KCnepTHas OleHKa

Hacrosiue pekoMmeHaaluu OyAyT MpeacTaBieHbl K OOCYKAECHUIO Ha K-
CIIEPTHOM COBETe JEeTCKUX dHAOKpUHOJ0roB B pamkax VII HayyHo-nmpak-
TUYECKOU KOH(DEPEHIINN «DHIOKPUHOJIOTUIYECKHUE aCTIEKTHI B EAUATPUN»
(12—13 mexabps 2013 r., Mocksa). [IpeaBaputeibHasi Bepcusl BbICTaBJIe-
Ha g UPoKoro obcyxneHus Ha caitte ®I'BY DHI, naa Toro 4ro0bI
JIMIIa, He YyYacTBYIOIIME B KOHTpecce M KOH(MEPEHIMSIX, UMEIA BO3MOX-
HOCTb IPUHSTH Y4acTue B 00CYXKIEHUN U COBEPIIEHCTBOBAHUM PEKOMEH-
pit:018707%8

[IpoexT pekoMeHIauMii OyneT pelieH3UPOBaH TakKKe HE3aBUCUMBIMU 3KC-
nepTaMu, KOTOPBIX MOIPOCHIM ITPOKOMMEHTHUPOBATh IIPEXKIIE BCETO TOXO-
YUBOCTh M TOUYHOCTb MHTEpIIpEeTallMM AoKa3aTeJbHOI 0a3bl, Jiexallleil B
OCHOBE PEKOMEHIAIINIA.

Pa6ouas rpynma

1 oKoHYaTeIbHOM peaaKlMy U KOHTPOJII KauyecTBa PeKOMEHIAIUU Oy-
IyT IIOBTOPHO IIPOaHAIM3UPOBAHBI WieHAMU pabodeil TpyMIIbl C LENbIO YI0-
CTOBEPUTHCS, UYTO BCE 3aMeYaHUsI U KOMMEHTapUU SKCIEPTOB MPUHSTHI BO
BHMMaHHUE, PUCK CHUCTEMAaTHYECKUX OIIMOOK IpY pa3padOTKe peKOMEHIa-
LU CBeAeH K MUHUMYMY.

Cuna pekomeHaauuii (A—D) mpuBoAUTCSI TIPU U3JIOKEHUU TEKCTA PEKO-
MEHIALNA.

Onpepenexne

Hecaxapnniii nnadet (H/I) siBaseTcs reTeporeHHbBIM KIMHUYECKUM CUHAPO-
MOM, B OCHOBE KOTOPOTO JIeXKAaT HAPYIICHUSI CEKPEeIIUN aHTUINYPETUIECKO-
ro ropMmoHa (AJII') (ueHTpanbHbIl HecaxapHblii nuadet, IIH), pe3aucTreHT-
HOCTh nouek K aetictBuio AT (HedporeHHbIi HecaxapHbiit nnabdet, HH/I)
WA U30BITOYHOE TIOTpedsieHre XUAKOCTH (repBuuHast noauaurncus, [1I1).
Hecaxapnblit 1nadet mposiBIsIeTCSl TTOIMYPUEl ¢ HU3KOM OCMOJISIIBHOCTBIO
moun (MeHee 300 MOcMm/Kr), moauauricuei (00beM NoTpedIIeMO KUIKO-
ctu > 2 1/M%/CcyT) 1 TUIOXOi NMpUbGaBKOI B Bece.

[Monuypueit cuurtaeTcs BbACIEHUME MOYM B 0ObeMe, IPEBbIIIAIOIIEM
2 a/M2/cyT, MaM TPUOIM3KUTENBHO 150 MII/KI/CYT Ul HOBOPOXIEHHBIX,
100—110 ma/kr/cyT ns nereii mo 2 net, 40—50 MJ1/Kr/cyT o151 meteii 0osee
cTapuiero Bospacta v B3pocibix (D).
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Knaccudoukauus HecaxapHoro
nnabeta

Hecaxapabrii 1nabet KiaccuUIUPYeTCs CIASAYIONINM 00pa3oM.
1. IlenTpanbHblii HecaxapHblii TuA0eT.
o CeMeUHbIIA:
© ayTOCOMHO-TOMMWHAHTHBIN (MyTamum reHa MpeTnpo-apru-
HUH-Ba3onpeccruHa [prepro-AVP2]);
o ayTOCOMHO-peLIeCCUBHBIN (cuHApoM Bonbdpama [HecaxapHbIi n1uader,
caxapHblii auabeT, aTpodust 3pUTEIbHBIX HEPBOB, ITyX0Tal);
o aHaToOMUYecKue NedeKThl CPpeIHEero Mo3ra (CenToonThyecKas AMcIIa-
3Us1, TOJOMPO33HLEeDaTHs).
e [IpuoOpeTeHHbI:
o TpaBMbI (TpaBMa T'OJIOBBI, HEUPOXMUPYPrUIeCKe BMEIIATEIbCTBA);
o omyxoju (KpaHuModapuHTHMOMa, FepMMHOMA, [JIMOMa, METacTa3bl pa3-
JIMYHBIX OITyXOJICi);
o rpaHyjieMaTo3Hoe nopaxeHnue ITHC (Tybepkynes, capkouao3, TUCTHO-
11To3 X, TUMQOLUTAPHBIN TUITODU3NT);
o mHpekunn (3HUedanmuT, MeHUHTUT, adcuecc LIHC);
© COCYIOWCTBIC ITaTOJIOrMU (KpOBOM3IIMSIHIE, TUITOKCHSI, CEPITIOBUIHO-KITC-
TOYHAasI aHEMMUS).
2. Hedporennblii HecaxapHbiii 1uadeT.
o CeMeiHbII:
© peleCCUBHBIN X-CLIETUIEHHBIN (MyTallMu TeHa V,-pelentopa Ba3omnpec-
CHHA);
o ayTOCOMHO-PELIECCUBHBIN (MyTauuu reHa AQP2 [akBanopuH-2]).
e [IproOpeTeHHBII:
o MeTa0OIMYeCKNi (TUIMOKAIMEMHUSI, TUIIEPKATbLIMEMMUSI);
o XpOHMYECKasl oYeuyHass HeAOCTaTOUHOCTB;
o OCMOTHUYECKHUI (caxapHBbIil AuadeT);
o He(POKaJIbLINHO3;
o OOCTPYKIIMSI MOUYEBBIBOMSIINX ITyTEi;
° TIOJMKMCTO3 MOYEeK.
3. IlepBUuHAS MOJMIUTICHS:
e TICMXOIeHHass — KOMITYJIbCUBHOE ITOTPeOJIEHNE XKUIKOCTH;
e JIUIICOT€HHAas — ITOHMXKEHUE MOpora OCMOPELEHTOPOB IS >KaXKIbl.

[narHocTuka LeHTpanbHOro
HecaxapHoro gnabeta

Ha INEpBOM 3oTaIrli€ NMpoBOAMTCA aHaIU3 )KEUIO6, CHMMIITOMOB, JaHHbLIX aHaM-
HE3a.
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CuMnToMbl

OcHoBHBIMU cuMIIToOMamMy HJI SIBISIOTCS TTOCTOSTHHBIE TTOIUYPUST U ITOJIH-
JUIICUS (KpUTEPUU MOJAUYPUM CM. Bbile). MMeeT MecTo HOYHAasl MOJIUypUst
(4TO MHOTAA paclieHMBAIOT KaK MPOSIBIIEHUSI 9HYpe3a), IMPU HeT0CTaTOYHOM
BOCITOJTHEHUM TOTEPh XUAKOCTH OTMEUAIOTCSI CYXOCTh KOXXHBIX IIOKPOBOB U
CIIU3UCTBIX 000JI0OYEK.

VY MajeHbKMX JeTeil MOXET pa3BMBATbCs BbIpaXkKeHHas IeTuapaTalius,
HaOJII0IAaIOTCsT pBOTA IIPU IIpUeMe IMUIIKM, 3aIl0phl, ITOBBIIICHUE TeMIIepa-
TyphI TeJla, HApyLIeHUs CHa, pa3apaKUTeJIbHOCTb, TJIoXasl MprubaBKa B PO-
CTe U Bece.

Ecmu pazButue HJI 00yciioBieHo BHYTPMMO3TOBOI OITyXOJIbI0 (TepMUHOMA,
KpaHuogaprMHIioMa, IiMoMa 1 1p.), Y NalMEHTOB 4acTO HAOII0JAI0TC He-
BpOJIOTMUECKE HapyllleHUs (TOJIOBHbIE 00/, NITO3, KOCOIJIa3ue, HapylleHue
MOXOAKM U JIp.), 3pUTebHbIC HApYIIeHUsT (CHIDKEHHE OCTPOTHI M/WIM BBIMA-
JIeHNe TI0JIei 3peHUs, AUTLIONMS ), CAMIITOMBI, CBSI3aHHBIE C BBINTAJCHUEM WJIN
TUIIepCEKpelIMell TeX WIM MHBIX TOPMOHOB aJleHOruIodusa.

AdaHHble aHaMHe3a

Bo3spacTt, B KOTOpoM MOSBWIMCH MOJIUAUIICHS U TIOJIUYPUSI, a TAaKXKe Xapak-
Tep MOTPEOJICHMS XKUIKOCTY UMEIOT OOJIbIIIOE 3HAYCHHUE IUIST JATbHEMIIero
JUATHOCTUYECKOIO IOMCKA.

ITpu cemeiinom IIH/I 3aboneBanne MaHuGpECTUPYET OOBLIYHO B BO3pacTe
ot 1 mo 6 ner. Kak npaBuio, B Te4eHME HECKOIbKUX MEPBBIX JIET 3a00JieBa-
HUSI CUMIITOMBI ycunusawoTes (D).

[Tpu cunapome Bonbdhpama HecaxapHblil 1MadeT B MOAABJSIONIEM 00JIb-
IIMHCTBE CiIydaeB MaHubecTupyeT nocie 10 JieT, ero MmosiBICHUIO IIpeIIlie-
CTBYeT pa3BUTHUE caxapHOTro AuadeTa U aTpoduu 3puTebHBIX HepBOB (D).

XapakTep npueMa XUAKOoCTHU

ITpu HecaxapHOM auadeTe MalMeHThl MPEANOUYUTAIOT MUTh XOJOAHYIO Hera-
3MPOBAHHYIO BOAY; MUIs1 TAlIMEHTOB ¢ HecaXapHbIM IMA0ETOM HEBO3MOXKHO
JOJITO OOXOMUTHCSI 0e3 BOAbI (peOeHKY TpeOyeTcsl KMIOKOCTh Kaxnple 15—

30 MMH) HE3aBUCUMO OT CTE€MEeHU 3aHSITOCTU WU YBJICUEHHOCTU YeM-JI1U00

(urpa, 3aHSITHUS B LIKOJIE, TIPOCMOTP TeJeBMU30pa U T. I.).

[Ipy HaMMYMM COOTBETCTBYIOIIMX KaJ00 M CMMIITOMOB IIEPEXOIAT K ClIe-

JylolleMy 3Tany AMarHOCTUKM HecaxapHOro auabera.

1. HeoOxonumo moATBEpAUTh HaAW4YMe MOJMYPUM; JJISI 3TOTO IIPOBOIUTCS
cOOp CYyTOYHOM MOYM M/WIM aHAJINU3 MOYM MO 3UMHUIIKOMY C OIpeaeie-
HUEM €€ OOIIEero KoJMYeCTBa U OCMOJISUIBHOCTH/OTHOCUTEIBHOM IIJIOT-
HOCTH IO TIOPLMSM; OTHOBPEMEHHO C 3TUM IOACUYUTHIBAIOT KOJIUYECTBO
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BBIIIUTOM 3a CYTKM XKMIKOCTH (IJIsI OLIEHKU aJIeKBAaTHOCTU BOMHOIO 0Oa-
JlaHca).

2. OnpeaeasioT OCMOJSUTBHOCTD TTa3MEL.
3. [Ipy OMOXMMMYECKOM aHaM3e KPOBU OIPEIEIIIOT. JUIST MCKITFOUEeHUS

OCMOTHMYECKOTO AMype3a — YPOBHU HATpus (B T. 4. JJISI BBISIBJICHUS TIPO-
TUBOIIOKA3aHUI K IIPOBEICHUIO TIPOOBI C CYXOSIeHUEM WA P HEBO3-
MOXHOCTHU OIPEIeIMTh OCMOJISJIBHOCTD ITJ1a3Mbl), TJIIOKO3bI, XJOPUIOB,
MOYEBMHbI, KpeaTMHUHA; [ UCKIIUYEHUs] HauOojee 4YacThIX MPUYMH
He(pOreHHOTO HecaxapHoro auadera (rumnepkKajabLMEeMUsi, TUIIOKaIue-
MHUsl, OOCTPYKTMBHAS yponaTusl) — YPOBHU OOILLETO U CBOOOJHOIO Kallb-
1YsI, Kajius, Oeska.

Hanee mna npuddepeHINaNIbHON TUAaTHOCTUKU MEXAYy HecaxXxapHbIM IMa-

0eTOM U MEPBUYHON MOJUIUIICUEI TPOBOAUTCS ITpoda ¢ cyxosneHueMm. OHa
rokasaHa, eCJIM:

UMeeTCsl TOATBEPXKIECHHAS TMIIOOCMOTHYECKAas HOMUYpUsl (OCMOJISIIb-
HocTbh MouM < 295 MOCM/KT 1/UIW OTHOCUTEIbHAS TUIOTHOCTh MOYU Me-
Hee 1005 Bo Bcex mopuUMsIX aHaIKU3a MO0 3UMHUILIKOMY);

YpOBEeHb HATpus B 1asme < 143 MMOJIb/T;

OCMOJISITLHOCTb KPOBM BBIIIIE OCMOJISIIBHOCTA MOYH.

Baxcno! Ecnu ypoBeHb HaTpus mpeBbiiiaeT 143 MMOJIb/J, a Takxke Mpu

HAJIMYMU Y MAIMEHTA OTYXOJU XNa3MalbHO-CEISPHON 00J1aCTU WU THUC-
TUOLIMTO3a U3 KJIeTOK JlaHrepraHca npobda ¢ CyxosiieHUeM He MPOBOJMUT-
csl, TMOCKOJbKY OHAa MOXET MPUBECTU K OMACHOMY IJISI XXM3HU COCTOSI-
HUIO BCJICACTBHE OBICTPOTO PA3BUTHUSI OO0E3BOXWBAHUS U TUTEPHATPUE-
muu (D).

AJITOPUTM TIPOBEIEHUS MPOOBI C CYXOSIICHUEM:

B TEUEHUE HOUM PeOEHOK MOXKET IMOTPEOJIATh CTOJBKO XKUIKOCTU, CKOJIb-
KO €My HYKHO;

B 8.00 yTpa manueHTa B3BELIMBAIOT, U3MEPSIOT OCMOJISIBHOCTD TIJ1a3Mbl 1
YpOBEHb HATpHS B IUIa3Me, a TAKXKe OCMOJISUTbHOCTD (MJIM YAEJIBbHBIA BEC)
1 00BbEM MOUM, TTOCTIe Yero pedeHOK MpeKpallaeT mpueM KUIKOCTEe; Bee,
9TO peOGEHOK €CT BO BpeMsl MPOObI, HE JOKHO COAep:KaTh MHOTO BOIbI U
JIETKOYCBOSIEMBIX YIJIEBOIOB (I€IeCO00pa3HO YIOTPEOJISITH BapeHBIS
s, 3epHOBOM XJ1e0, HEXXMPHBIE COPTa MsIca U PHIOBI, OTXKATHIN TBOPOT);
B3BeIIMBaHUE peOeHKa, OIpeae/ieHUEe YPOBHS HaTpusl B IIa3Me U ee
OCMOJISIZILHOCTU, OCMOJISZIBHOCTA MJIM OTHOCUTEIHHOM IIJIOTHOCTH MOYH,
TeMMepaTyphl Teja, OLEHKY COCTOSTHUS CIM3UCTBIX 000JI04eK, OOIIEro ca-
MOYYBCTBMSI peOcHKA HEOOXOAMMO IPOBOAMTH KaXKIble 2 4 WJIM Yalle, B
3aBUCUMOCTHU OT COCTOSIHUS MallUCHTAa;

BaxKHO TIIATEJIBHO CJIEIUTH 3a TeM, YTOOBI peOCHOK He IIHII B XOIC IPOBE-
neHust tecta. s OONBIIMHCTBA MALMEHTOB AOCTATOYHO OrPaHUYUTH
MpHEeM XUIKOCTU Ha 7—8 4 (WJIM MEHBIIIE); B CiIydae IIepBUYHON ITOJIM-
JUIICUM TECT MOXKeT npoaoskarbes a0 12 u (C).
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TecT nmpekpaniaercs, eciu:

e BeC IMallMeHTa CHUXaeTcs Ha 3—5% OT MCXOmHOrO;

e TIOBBIIIACTCS TeMIIepaTypa Teja;

e YXYIIIIAeTCs O0Iee COCTOSTHUE MAllMEHTa;

e IAlIMEHT OOJIbIIIE HE MOXKET IEePEHOCUTh XKaXIy;

e 11/WJIM YPOBEHb HATPUS IUIa3MbI MpeBbIlIaeT 143 MMOJIb/I;

e OCMOJISUIBHOCTP IIa3MbI mpeBbiaet 295 MmOcMm/KT;

e 11/WJIM OCMOJISZIBHOCTh MOYM BO3pacTaeT A0 HOpMaJbHbIX 3HAUEHUIA;

e 11/WJIM pa3HUIIA MEXIY OCMOJISUIBHOCTBIO MOYM B ABYX MOCJIE€I0BATEIHbHBIX
mpo6ax (Jinbo Mpy MOBHIIIEHUH YPOBHS HATPUs B IJIa3Me Ha 3 MMOJIb/JT)
coctaBnsgeT MeHee 30 MOcM/KT.

[Ipyn Hanuuum y peOeHKA HecaxapHOIO AuadeTa OCMOJISIBHOCTb MOYH,
HECMOTpsI Ha MOBBIIIIEHNE OCMOJISUTBHOCTH IIJIa3MBI U/WJIM YPOBHSI HATPUsI B
Ila3Me B pe3yJibTare O00€3BOXMBAaHWS, HE IIPEBBIIIAET OCMOJSLIBHOCTU
mwria3msel, T. €. 300 MOcm/Kr. [1pu 3TOM K KOHITY IIPOOBI MOTYT HAOJIIOIAaThCS
CYXOCTh KOXHBIX TTOKPOBOB M CIIWU3UCTBIX, TAXUKAPAMSs, TTOBBIIICHHAS pa3-
JIpaxkuTeJbHOCTh. ECIM OCMOISITIBHOCTD IIJIa3Mbl K KOHILY ITPOOBI ITpaKTHye-
CKU HE U3MEHSETCSI, a OCMOJISUIBHOCTh MOYM yBeauduBaeTrcs g0 600—
700 MOcM/KT 1 6oJiee, HecaxapHBI 1radeT JIF0OOT0 reHe3a MOXKHO MCKITIO-
YUTb.

g nuddepeHmanbHON TMarHOCTUKUA MeXKa1y He()POreHHbIM U LIEHTPaJTb-
HbIM HecaxapHbIM IMa0EeTOM B KOHIIE MPOOBI MALIMEHTY BBOIST JECMOIIPEC-
cuH, 10 MKT nHTpaHa3aabHo, Mau 0,1 Mr nepopanbHo, Win 60 MK CyOIMHT-
BasibHO. Ilepen mpremMoM aecMomnpeccruHa MauydeHTa MpocsT MOJHOCTBIO OITO-
POXHUTHL MOYEBOI My3bIpb. Yepe3 2 u 4 4 HeoOXOOMMO COOpaTh MOUY ISt
oIpenieieHsI €e 00beMa 1 OCMOJISUTBHOCTH (MJIM OTHOCUTEIBLHOM TIJIOTHOCTH).
[ManeHTy pa3peniaercsl eCTh U MUTh, TP 3TOM 00beM BBIITUBAEMOI KUIKO-
CTHU HE JIOJDKEH MPeBbIIIaTh 00beMa MOYM, BbIIEICHHON 3a BpeMsI ITPOBEIESHMS
npoObI ¢ cyxosimeHueM. [1oBbIllIeHNe KOHLEHTpaLuy Modn 6osiee yeM Ha 50%
TOBOPUT O LiEHTpaabHOM Xapaktepe HJI, a meHee yem Ha 50% — o Hedpo-
renHoM HJI (ta6xa. 3). IIpu BeIIBAeHMU y pedbeHka HedporeHHoro HJ/I namb-
Helilee oOcienoBaHMe M JIeYeHUE ITPOBOMUTCS CIELUaIMCTaMU-He(ppPOoJIo-
TaMU.

[TosiBneHMe MONMYPUM U KaXkKIbl Cpa3y Xe WIK Yepe3 KOPOTKOe BpeMsl I10-
cJIe HeMpOXUPYpPruIecKOro BMEIIaTeIbcTBa (10 MOBOAY KpaHMO(MapUHIHIO-
MBI, TJIMOMbI, TEPMUHOMBI 1 AP.) YKa3bIBAaeT Ha pa3BUTHE LIEHTPAJILHOTO He-
caxapHoro nuabera U He TpeOyeT IPOBeAeHMs BhlllIeyKa3aHHBIX TMAarHOCTH-
YeCKMX IIPOLIEeIyp.

Ecnu quarnoctuponaH ueHTpaibHbii HJI, HeoOXoauMbl JajlbHeHIIe uc-
cJIeIOBaHUs JIs1 OMpeneeHus] 3TUOJOIMY 3a00JIeBaHusI.

MPT royioBHOro Mo3ra, B epBYy1O 0Yepeab XMa3MalbHO-CEeJUISIPHO 00J1a-
CTU, TTO3BOJISIET BBHISIBUTH HAJIWYME OITYXOJEBOIO OOpa3oBaHUs, aHOMAaJIMi
CTe0J151/BOPOHKHU Tumnodusa, aHaTOMMYECKUE MOe(eKThl CpPeaHero Mo3ra.
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Ta6nuua 3. Mokasatenu npu NpoBeaeHUN Npo6bl C CyXOSAEHNEM U NOCNEAYIOLLMM BBEAEHUEM
AecmorpeccnHa

OcmonsibHOCTh MOYM, MOCM/KI JInarxo3

IMocae l'lpOﬁLI C CyxosaeHueM Tlocae NPpUMCHEHUA JECMOIPECCHUHA

< 300 > 750 OHA

< 300 <300 HHA

> 750 — 11

300—750 < 750 ? mapumanbHbiii LITHJT

? nmapuuanbHbiii HHJL

? mapumanbHas 11

HH/I — Hedporennsiit HecaxapHbiii nuadet; [1I1 — nepBuunHas nmomuauncus; LIHJ — neHT-
pajibHBIM HecaxapHbIil 1ua0eT.

B HopMe Ha carutTainbHbIX T-B3BelIEHHBIX M300paxkeHUIX Helporunopus
BU3YaJIU3UPYeTCs B BUAE TMIIEPUHTEHCUBHOrO curHaia. OTCyTCTBUE CUTHA-
Jla OT Heliporunodusa sBAsIeTCs OTIMUUTEIbHBIM MTPU3HAKOM TUIOTaIaMO-
Heliporumnou3apHbIX HApyIIEHUI 1 MOXET yKa3blBaTh Ha HAJIMYKE paHHENH
CTaguM OIYXOJIEBOIO Ipollecca.

[1pu BBIABIEHUH YTOJIIEHUS CTeOJIsI TUIO(hK3a WIK BOPOHKU GoJiee 6 MM
MOKAa3aHO OIpelesieHre yPOBHS omnyxoseBbix MapkepoB (B-XTY, a-dero-
MPOTEMWH) UL MCKIIOUEHUs TepMUHATUBHO-KJICTOUHON omyxoiu. Eciau
YPOBHU OHKOMAapKepOB He MOBBIIIIEHbI, Heo0Xxoanmo 1 pa3 B 6 Mec (MU TIpu
MOSIBJISHUM HOBBIX CUMIITOMOB) TIPOBOAUTH MOBTOpHYI0 MPT Ha mpoTtsxe-
HuM 3 71eT, a 3areM 1 pa3 B 12 mec Ha npoTsokeHun 3—4 ner. Hanuune Ha
MPT npuszHakoB yTOJIIEHUS CTEOJIS TUITO(pH3a I BOPOHKUA MOXET OBITh
MPU3HAKOM MHOUIBTpaTUBHBIX 3a00JIeBaHUI (B MEPBYIO ouepeb, TUCTHO-
IMTO3a M3 KJeToK JlaHrepraHca) WM T€pMHUHOMBI; HE MCKIIIOUEHO TaKXKe
Hajmuue runodusuta/MHOyHANOYyINTa. B Takux ciydasx ueiaecooOpasHo
MIPOBOIMUTHL IIEPUOINYECKOE TOPMOHAJIbHOE OOCJeIOBaHUE JJISI OLIEHKU
TponHbIX pyHKLMI aneHorunodusza. Hepeako cumnromsl LTH/I nosiBisiioT-
s 32 HECKOJIBKO JIET 10 HEBPOJOTMUECKUX U IPYTUX MPOSIBICHUI TePMUHO-
MBI uin TuctrnounTosa (D).

Tepanna ueHTpanbHOro
HecaxapHoro gnabeta
OcHOBHas IEJab Ipu TEpANMU HECaxXxapHOIro ,I[I/Ia6eTa y z[eTeﬁ — CHMN2XKEHUE

o0beMa BhIIEISIeMO MOUM U (B OOJIBIIMHCTBE CJIy4aeB) YMEHBIICHUE JKaxXK-
IIbI, 4YTO B CBOIO 0YepPEIb ITO3BOJIUT peOCHKY BECTU HOPMAJIbHBII 00pa3 Ku3-
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Hu. Cnienmduueckast Tepanus HecaxapHOTo AuadeTa 3aBUCHUT OT 3TUOJIOTUU
3a00JIeBaHUsI.

7 DOCTKeHUS 3TUX 1IeJiel HeOOXOMMMBL:

e obOecrnieueHue cBOOOMHOTO JOCTyNa pedeHKa K BOJE;
e OITMMMU3ALIMS pallMOHA C LIeJbI0 YMEHBIIEHUSI 00beMa BbIACISIEMOM XU -

KocTHu (mpenmyiiecTBeHHO y mereit ¢ HHJI);

e npu LITHI — Ha3zHaueHue cuHTeTHYecKoro aHajnora AJII" necMonpeccuHa;

e npu HHJ/I — Ha3HaueHue npemnapaToB, YCUIMBAIOIIUX peadCcopOLIMIO BO-
Dbl B ITOYKaX;

e Tepanusi OCHOBHOTO 3a00JieBaHUS.

Hetu ¢ H/I Bcerma qomkKHBI UMETh CBOOOMHBIN JOCTyI K Bofae. [Ipu aTom
IUTATEIbHBIA TIpreM OOJIBIIOrO KOJMMYECTBA XUAKOCTU MOXKET IMPUBECTU K
JUCKWHE3UU KEJTUYEBBIBOASIINX ITyTeil, OMNYILICHUIO KEIyAKa, Pa3BUTHUIO
CUHApOMa pa3Ipak€eHHOro KMIIEYHMKA, a TakxkKe TMapoHedpo3sa.

B Hacrosiee Bpemsa npu aedyeHuu LHHJI mpemapaTtom BbiOOpa sSIBJISIETCS
gecmornpeccuH (1-pe3amuHo-8-D-apruHunBazonpeccuH) (C). decmomnpec-
CUH — 3TO cUHTeTH4eckuit aHanor AJIl', B KOTOpoM Je3aMMHMPOBaH 1IMC-
TerH B | MOJIOKEHUM U 3aMellleH Ha D-m3oMep apruHUH B 8 TTOI0XKEeHUH. 3a
CYET BTOTO JIeCMOIIPECCHH OKa3bIBaeT 00Jjice BhIPaXKEHHBIN aHTUINYPETHIE-
ckuii 3(pdekT n obiagaeT OONbIIEH TPOJOKUTEIHLHOCTBIO OEHCTBUS TIO
cpaBHeHu1o ¢ AIII'. OQHOBpeMEHHO C 3TUM Ba30MpPeCcCOPHbIN 3 hEKT aec-
morpeccuHa B 2000—3000 pa3 MmeHblue, yuem y AT

JecMmorpeccuH NpUMEHSIIOT MHTpaHa3aJIbHO, B (hOpMe CIIpesT WIIM KalleJlb;
BHYTpPb B BUJE TaOJETOK; CyOJIMHTBAIILHO B (DopMe Ta0JIETOK C TUODUIN3U--
poBaHHOI (MenT) cyocTtaHieil. MMiHTpaHa3anbHas (opma mperapara Hau-
0oJiee 4acTo MPUMEHSIETCSI BO BpeMsl OIlepaliiii, B IIOCI€ONePallMOHHOM IIe-
puofe, IIpY HAJIWIUM Y peOeHKa TOITHOTHI /WM PBOTHI, IIPU Pe3KO BhIpa-
J)KEHHOM HeXeJaHUW TPUHMMAaTh TaOJeTupoBaHHbIe IpenapaTsl. [Ipermy-
IIecCTBaMM TaOJIETUPOBAaHHBIX (POPM SBJISTIOTCS XOPOIasi BCachIBA€MOCTb,
OoJiee IIMPOKME BO3MOXHOCTA M3MEHEHMS 03bI, B OOJBIIMHCTBE CiIyda-
€B — Xopolllee CoOOM0eHe OOJIBLHBIMU pexkrMa npueMa rpenapara. Kpome
TOT0, BO3MOXXHOCTb JaBaTh JECMOIIPECCHMH B Ta0JIETKaX B OUeHb MaJICHBKUX
no3ax (mo 0,025 Mr Ha OAMH MpUeM) CBOAUT K MUHUMYMY PUCK MEpeao3u-
POBKHU y feTel 3—5 JIeT U y MallMeHTOB C HU3KOW MTOTPeOHOCTHIO B 3aMECTH -
TeJbHOI Tepanuu. B Ta6n. 4 mepeunciieHbl (OpMBI BEIITYCKa IECMOIIPECCH -
Ha, yKa3aHbl CpeIHUE J03bl MPEeINapaToB M YacToTa MX IIpHUeMa.

CrenyeTr IOMHUTb, YTO JUTMTEILHOCTh U CUJIAa IEMCTBUS IIpernapaTa MOTYT
B 3HAUMTEJIbHON CTEIICHW BapbUpPOBAaTh, II03TOMY YacTOTa €ro IIpueMa 1 J0-
3a MoAOUPAIOTCS MHAMBUIAYaIbHO. Y JeTellt 70 3 JeT JieKapcTBeHHasl Tepa-
nus 1HeHtpaibHoro HJI B OONBIIMHCTBE CiliyyaeB He IPUMEHSIETCS U3-3a
OITACHOCTH TIEPEIO3UPOBKU IECMOIIPECCHMHA C pa3BUTHUEM TMIIOHATPUEMUM.
I'mmoHaTpueMust IPUBOAUT K TUIIOOCMOJISITBHOCTH BHEKJICTOYHOM KHMIKO-
CTU U TEepexoay BOAbl B KJIETKH, B TOM YHUCJe B KJIETKU IOJIOBHOI'O MO3Ta.
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Ta6nuua 4. Dopmbl BbINycKa I6CMONPECCIUHA, CPEAHNE J03bl IPENaAPaToB i KPaTHOCTb UX NPU-
ema

®opma BBIMyCKa lo3upoBKa YacroTa npuema Cpenusisi cyTou-
(B cpemHeM) Has 1032

Tabnetku aist mpuema 100 mxr (0,1 mr) 2—3 pasza B CyTKU 100—300 mkr

BHYTPb 200 mkr (0,2 mr) (0,1—0,3 mr)

Tabnetku Wit CyOMUHTBaIB- 60 MKT 2—3 pasza B CyTKHU 60—180 MKr

HOro TipuMeHeHus (mmodu- 120 MxT

JM3UpoBaHHas hopMa) 240 MKT

Kamiu B Hoc 100 mxr Ha 1 mosy 1—2 pa3za B cyTkKu 100—200 mkr

HazanbHblit ciipeit 10 Mxr Ha 1 mo3y 1—2 pasa B cyTKu 10—20 mxkr

Kak cnencrBue, BO3MOXHO pa3BUTHE TPO3HOIO OCIOXHEHUS — OTeKa MO3-
ra (D).

YV MajieHbKUX JIeTeil JOCTaTOYHO CJI0XXKHO KOHTPOJIMPOBATh KOJIMYECTBO BbI-
JISISIEMOl MOYM, ITO3TOMY IIeJIeCOO0pa3HO OPMEHTHUPOBATLCS Ha OOBEM IIO-
TpeOIsIeMOI XKMUIKOCTY U/WJIN YpOBEeHb HATPUsI B CBIBOPOTKE. [1pu BhIpaxkeH-
HbIX cuMmnToMax HJI moBblllIeHHAs »Kaxaa W 4acToe MOYEHMCITyCKaHUE Hera-
THUBHO BJIMSIIOT Ha pa3BUTHE 1 COCTOSIHIE MaJICHBKOIO peOeHKA; B 9TUX CIIyda-
SIX BO3MOKHO OUYEHb aKKypaTHOe ITpMMEHEHME IIperapaToB JeCMOITpecCMHA
MO, CTPOTMM KOHTPOJIEM YPOBHSI HATPUsI U/WUIM OCMOJISTIBHOCTY CHIBOPOTKH.
Llenmecoobpa3HO MCIIONB30BaTh IECMOIIPECCUH B BUIIE HA3aIbHOTO CIIpesi, TP
3TOM TIpernapar pa3BoAST (bU3MOJOTMYECKUM PAaCTBOPOM B COOTHOILIEHUU
1:10. Pa3BemeHHBIN TIpermapar gaioT yepe3 poT 1—2 pa3a B CYTKMH.

VY nereit ¢ HH/I crapiie 3 jeT Tepanuio mpernapaTaMu JeCMONpecCUHa Ha-
YHAIOT C HEOOIBbIINX 103, IOCTEIIEHHO YBEJIUUMBasl UX IO Mepe HEOOXOIM-
moctu. Kpome Toro, npu nepBoHauyajibHOM IOA00pE TepalrU KaxXXKIyio clie-
IVIOIIYIO J03Yy IpeliapaTta peKOMEHIyeTCsI BBOIMTD Tocjie 1—2 4 muypesa B
o0beMe 4 MJI/KT/4, T. €. MOCJe TOTO, KaK y pedeHKa B TeueHHe HEKOTOPOIo
BpPeMEHU pa3BUBACTCs OOMJIBHOE MOYEHCIYCKaHIEe; MOYa IMPU 3TOM CTaHO-
BUTCSI CBETJIOM. DTO CIIOCOOCTBYET BBIBEACHMIO OCMOTHMYECKM CBOOOMTHOM
MOYM U TPEIOTBPaIlEHNIO pa3BUTUS TUIIOHATPUEMUU.

[Ipn HazHaUYeHWU IIperapaToB IECMOIIPECCHHA TIPOBOMSTCS TINATEIbHBII
eXXeTHEBHBII yUeT U 3al1Ch KOJIMYECTBA BHIITUTON W BBIICJICHHON KUIKOCTH;
€XEeTHEBHO OIPENE/ISIIOTCS YPOBHU 3JIEKTPOJIUTOB (HAaTpus, Kajausl) B ChIBO-
pPOTKe; IpH TOBBIIMIEHHOM WM CHIDKCHHOM YpPOBHE HATpHUs ONpPEIc/ICHUS
MPOBOMSTCS HECKOJIBKO pa3 B CyTKU (0OBIYHO 2—3 pa3a); Ui KOHTPOJIS BO-
MHOro OajaHca MalMeHTa €XeIHEBHO B3BelMBalOT. Bce 3t MepompusiTvs
MPOBOAITCS M0 CTAOMIM3ALMK COCTOSIHMSI OobHOTO. B manbHelilreM KOH-
TPOJIbHBIC OITpeleIeHNs YPOBHEH 3JIEKTPOJIMTOB M OLICHKA BOTHOTO OajlaHca
npoBoaaTcs 1 pa3 B 3—6 mec. BaxkHO 0OBSICHATH MallMeHTaM U UX POIUTEISIM
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BaXXHOCTb KOHTpOJISI BOOHOTrO OajaHca. IS mpemoTBpalllcHUsT BO3MOKHOM
Mepeno3upoBKU Mpenapara 103y IeCMOIIpecCUHa ISl JUIMTEbHON 3aMeCTH-
TeJIbHOW Teparnuu cieayeT MoadupaTh TaKUM 00pa3oM, YTOObI CYTOUHOE KOJIU-
YECTBO BBIIEICHHON XKMIKOCTH HECKOJIBKO ITPEBBIIIAI0 HOPMaJIbHbIE 3Haue-
HMST CYyTOYHOTO Iuype3a (B HOpMe KOJIMYECTBO BBIAEISIEMO MOUM COCTaBJIsIET
15—30 mua/kr/cyt). B cpenHem cyrounslii auype3 y aereit ¢ LIH]I B Bo3pacrte
110 4—5 net noJkeH ObITh He MeHbiie 1000 M1, B Bo3pacte g0 10 et — 1200—
1500 mu, y mereii 6oJiee ctapiiero Bo3pacta —1800—2000 mut.

Oco0eHHO TIIATEIbHBIN ITOAXOM K 3aMECTUTEIbHOM Teparnuy Iperapara-
MU JIeCMOIIpeCCHHa M MOA0O0pPY O3Bl Ipelapara TpeOyeTcs y MalueHTOB,
MePEeHECIINX XUPYPIMUECKOe BMEIIATEIbCTBO MO MOBOJIY OIYXOJU TMIOTa-
JlaMO-runodu3apHoi 00J1aCTU WIM TpaBMy TOJIOBHOTO MO3Tra. B aTux ciyya-
sx HJI MoxXeT MMeTh pa3InyHbie BapUAHTHI Pa3BUTHSL.

ITocneoneparmonHsiii HJI MoXeT HayuMHATbhCS OCTPO C IOJMYPHH, CO
CIIOHTAHHBIM pa3pellleHreM B TeUeHME HECKOJIbKMX JHEH. BrIpaxkeHHOe MHT-
paonepalMoHHOe TIOBPEXICHUE WIM Cepbe3Hasl TpaBMa MOIYT IIPUBECTU K
pazButuio nepmaHeHTHoro HJI. HecaxapHblii auabeT MOXKET TakKe HMMETh
«TpexdazHoe» TeueHue: mneppas (aza MOJUYypUM, BbI3BaHHASI MOBPEXKICHUEM
runoTajaMo-rurno@u3apHoil 06JacTi U CHUXKEHUEM ypoBHS cekpeuuu AT,
JUTUTCSI OT HECKOJIbKMX 4acoB (12—36 4) 10 HECKOJIBKMX CYTOK. 3aTeM HaCTy-
maet BTopas ¢aza, IIsiasicss ot 2 10 14 cyT, T. H. «aHTUAMYypeTHnIecKas» asa,
KOTOpas COIIPOBOXKIAETCST HEKOHTPOJIUPYeMbIM BhimeneHueM AJIT u3 1o-
BPEXXIECHHBIX HEHPOHOB. 3aTeM ClIeAyeT TpeThs paza — paza noauypuu. Bo
BpeMsI BTOpoii a3kl BaXKHO HE BBI3BATh Y MALIMeHTA TUIIEPTUAPATALINMI, YTO Ha
(one HeamekBaTHOI cekpeuny AL TpUBOAUT K pa3BUTHIO TUIIOHATPUEMUU.
Y manyeHToB, MepeHecINX HEHPOXUPYPruueckoe BMEIIaTeIbCTBO, He3aBUCH-
Mo ot xapakTepa Tedenust LIH]I mocie omepaumu (Ipy yCJIOBUU IIPOBEICHUS
aJieKBaTHOM MHGY3MOHHOM Tepaliiy, BBeACHHUs IIperiapaToB JeCMOIPECCHHA),
MpU YPOBHE HATPUSI B CHIBOPOTKE < 145 Mmouib/n cuMmnToMbl HJI yaiie Bcero
CIIOHTAHHO McYe3aloT (Kak MpaBuiio, yepe3 3—6 Mec mocie onepauvu). Eciu
y MalMEeHTOB B ITOC/IEONEePAallMIOHHOM IIEpMOIe YPOBEHb HATPUSI B CHIBOPOTKE
> 145 MMoOb/1, BBICOKA BEPOSITHOCTh pa3BUTHUsl nepmaHeHTHoro HJI. Otu
ocobeHHocTu TeueHus: LIH]/I B mociieonepaliliOHHOM TEepUOJE BaXKHO YUUThI-
BaTh IpU MOI0Ope M03bl JeCMOIpeccuHa. BaxkHo mpeayrpexnaTh NaluyeHTOB
W/ UX PoAuTesiell 0 HEOOXOMMMOCTH KOHTPOJIS 3a KOJIMYECTBOM BBITTUTOM
1 BBIICICHHOM XUIKOCTHA, OTMEHBI TIperiapara Ipy MOSBJICHUM OTEKOB M/WJIN
M3MEHEeHUII BOAHOro OajlaHca ¢ IMOCJEAYIONIe KOHCYJIbTalle y Jievaliero
sHpokpuHonora (D).

B psime cirygaeB mociie 00beMHOTO XUPYPIMUSCKOTO BMEIIATe/IbCTBA IO T10-
BOJIy OITyXOJIM TMIoTagaMO-IUIodu3apHoi 00JacTy y MallMeHTOB Hapsiiy ¢
nonuypuei, BbidBaHHOI pasputuem LIH]I, HaGnopaeTcsl onuro- Wiv aauii-
cust. CoueTaHune TIOJIMYPHUH C HETOCTATOYHBIM ITOCTYIIEHUEM KUIKOCTH B Op-
TraHW3M IIPUBOAUT K OBICTPOMY Pa3BUTUIO TUIIEPHATPUEMUU U TUIIEPOCMOJISIP-
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HOro cocTosiHus. JI1st mpenoTBpalleHus MOA0OHbBIX OCTOXHEHU TTPOBOAUTCS
MPUHYAUTEIbHOE BbIITaUBaHWE TaKUX TALMEHTOB (4acTo, HO HEOOJbIIMMU
oobeMamu Bombl — 50—100 mur); mapajuieIbHO TTOAOMpaeTCs 103a IECMOIIPEC-
CHHa, IPX HEOOXOAMMOCTH IIPOBOAUTCS COOTBETCTBYIOIIAST MH(PY3MOHHAST TE-
panust. Leabio aTMX MaHUITYJISILUIA SIBJISTIOTCSI JOCTHRKEHUE 3YBOJEMUYECKOTO
COCTOSIHMSI I HOpMAJI3allvsl YPOBHSI HATpUSI B IIa3Me. Y 3TOM TPYIIIIBI ALy~
EHTOB B TeUeHUE MEPBLIX 4—6 Mec Mocje onepauuyu HEOOXOAUMO OINPEIeIsaTh
YpOBEHb HATPUSI B CHIBOPOTKE M/WJIM OCMOJSILHOCTH IIa3Mbl 1 pa3 B 10—
14 nHeli, ¢ COOTBETCTBYIOIIEH KOPpPEeKIMEel J03bI JeCMOIIpecCrHa.
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CnMCOK CoKpaLLeHu

AJl — apTepuajbHOe JaBJIeHUE

AKTI'  — anpeHOKOPTUKOTPOITHbINA TOPMOH

AnAT — aJlaHMHaAMUMHOTpaHcdepasa

AcAT — acrmapratTaMMHOTpaHcdepasa

NMT — MHJEKC Macchl Tesaa

npP — WHCYJIMHOPE3UCTEHTHOCTh

KT — KOMIIbIOTepHast ToMoTpadpus

Jr — JIIOTEMHU3UPYIOIIUIA TOPMOH

JITIBIT  — numonpoTenabl BBICOKOU MIOTHOCTU

JIITHIT — nunonpoTeuabl HU3KOW MIOTHOCTU

JIDOK — JieyeOHas (pU3KyJIbTYypa

MKb — MeXAyHapoJHasl Kjaccudukanus 0oye3Hei

MPT — MarHUTHO-pe30HaHCHasT ToMorpadus

HAZXBIT — HeankoroabHast XXupoBasi 00/1e3Hb eUYeHU

OI'TT  — opajbHBII TeCT Ha TOJAEPAHTHOCTh K IIIOKO3e

IITr — napaTUPEOUAHBI TOPMOH

Cl — caxapHblii quadeT

CTr — COMAaTOTPOITHbIA TOPMOH

TTT — TUPEOTPOITHLINA TOPMOH

Y31 — YJABTPa3BYKOBOE UCCJIETOBaHME

dCT — (ONIUKYTOCTUMYIUPYIOIIUI TOPMOH

OKTI — 3JeKTpoKapauorpadpust

OxoKI' — sxokapauorpadus

SDS — Koa(dduIMeHT cTaHgapTHOTro oTKJIoHeHus (standard deviation
score)

T; — TPUNOATUPOHUH

Ty — TUPOKCHUH
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MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onucanue MeTO0B, MCIOJb30BAHHBIX JJIsi COOpa/ceNieKIUN J0KA3aTe/IbCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTobl, MCMOIb30BAHHDIE [IJIsA OIIEHKH KA4eCTBA M CHJIbI I0KA3aTeJIbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIIEHKA 3HAYMMOCTH B COOTBETCTBMU C PEUTHMHTOBOI cxeMoii (Tadi. 1).

Tabnuua 1. PeitiTHroBas cxema ans OLEeHKN CUMbl peKoMeHaaLui

‘YpoBenb Onucanue

Cuia peKoMeHIalnu

CuJIbHBIE apryMEHTHI 3a IPUMEHEHUE 3TOTO MeTola
Y6enuTenpHble apryMeHThI 32 TPUMEHEHUE 3TOro MeToaa
Crna0ble apryMeHThI 3a IPMMEHEHHUEe 3TOro MeToaa

Cnabble apryMeHTbI MPOTHUB MPUMEHEHUST 9TOr0 METoAa

m g O w >

CuWJIbHbIE apryMEHTBI MPOTUB MPUMEHEHUSI 3TOr0 MeToa
YpoBeHb 10Ka3aTeIbHOCTH

| ﬂoz{TBepmeHo 0oJiee YeM OITHUM pPaHAOMU3HUPOBAHHBIM KOHT-
POJIMPYEMBIM HCCIECIOBAHUCM

1 IMonrBepxxaeHO OoJiee YeM OTHUM HEPaHIOMU3UPOBAHHBIM
KJIMHUYECKUM HCCIIEI0BAaHNEM JINOO HECKOJBKUMU aHATUTHYe-
CKUMU UCCIeTOBAHUSIMU OoJiee YeM M3 OIHOTO LIEHTpa

11 [ToaTBepXXIeHO MHEHUEM KCIIEPTOB, KIMHUYECKHUM OIMBITOM,
OIMUCATEIbHBIMU UCCJIEAOBAHUSIMU, SKCIIEPTHBIMU KOMUCCUSIMU

MerToapl, HCIOJIb30BAHHBIE I AHAJIN3A I0KA3aTEIbCTB:
e 0030pHI MyOJIMKYEMbIX METaaHAIU30B;
e cuCTeMaTU4ecKHre 0030phI C TAOMMIIAMU JOKA3aTeJIbCTB.

Omucanne MEeTOI0B, MCIOIL30BAHHLIX /I AHAJM3A JA0KAa3aTelbCTB

I[Ipn orbope myOnMKaLuMii, KaK IMOTEHUMAJIbHBIX MCTOYHMKOB JIOKa3a-
TEJbCTB, MCITOJb30BaHHAS B KaXXIOM MCCICIOBAHUM METOJOJIOTUS M3ydaeT-
CS JUIST TOTO, YTOOBI YOSOUThCS B €€ BaTUIHOCTA. Pe3ynbTar n3ydeHus BIUSI-
€T Ha YPOBEHb J0Ka3aTeJIbCTB, IIPUCBANBAEMbII MyOJIMKALIMKA, YTO B CBOIO
oyepelb BIMSIET HA CUJIY BHITEKAIOLIMX M3 Hee pEeKOMEHIALINIA.
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Ha mpouecce olleHKM, HECOMHEHHO, MOXKET CKa3bIBAThCS U CYOBEKTHUB-
HbI akTop. s MUHUMMU3aUMK BO3MOXHBIX OLIIMOOK KaXKJI0€e UCCaea0Ba-
HIE OLICHMBAJIOCh HE3aBUCHUMO, T. €. IO MEHBIIIeH Mepe AByMS YWieHaMU pa-
Ooueii rpynnbl. Kakue-11b6o paznuuusl B OLEHKAX OO0CYXIAIUCh yXXe BCei
TPYIIION B TIOJTHOM COCTaBe.

Tabauupl 10Ka3aTe/bCTB

Tabnuibl 1oKa3aTeabCTB 3aMOJHSUIMCH WieHAMU padoyeid Tpymiibl.

MeTo/bl, MCOIb30BAHHDIE /151 (DOPMYJIMPOBAHUSA PEKOMEHIAIMIA:

e KOHCEHCYC 3KCIIEPTOB.

Numukatopsl Haanexameii npakTuku (Good Practice Points — GPPs)

Pexomennyemasi Hamjexallasi mpakTuka 0asupyeTcsl Ha KIMHUYECKOM
OITBITE WIEHOB paboyYeil IPyIIIbl MO pa3pabOTKe PeKOMEHIALIMIA.

DKOHOMHUYECKHIA aHAIN3

AHa/u3 CTOMMOCTHU He IPOBOJAMJICS, W IyOJMKALMU MO (papMaKOIKOHO-
MUKe He aHaJIM3HPOBaJICh.

MeToabl BAIMIU3ANMN PEKOMEHIALINIA:

e BHEIIHSIS SKCIIEPTHAsT OLIEHKA;
e BHYTPEHHSIST 9KCIIEpTHAsST OLICHKA.

Onucanne MeTOA0B BAIMAM3ANNHA PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA peLieH3U-
POBaHbBI HE3aBUCUMBIMU 3KCIIEPTaAMU, KOTOPBIX ITOIPOCUIN ITPOKOMMEHTH -
poBaTh IIPeKIIe BCETro TO, HACKOJIbLKO MHTEPIIPETALIMs TOKA3aTEIbCTB, JIeXKa-
IIMX B OCHOBE PEKOMEHIALUMI, TOCTYITHA AJIsl TIOHUMAaHUS.

[TomydeHBI KOMMEHTApHUM CO CTOPOHBI Bpadell IIEpBUYHOIO 3BeHA U yda-
CTKOBBIX IEIMAaTPOB B OTHOIICHUN JOXOAUYMBOCTH M3JIOKEHUS PEKOMEHIa-
LIMIA 1 OILIEHKU BaXXHOCTM PEKOMEHIAlMi KaK pabdouyero MHCTPYMEHTa IO-
BCCIHEBHOM MpPaKTUKH.

[MpenBapuTenbHast Bepcys OyIeT TakKe HallpaBjieHa PeLieH3eHTY, He MMe-
IOIIEMY MEIUIIMHCKOIO 00pa30BaHMSsI, UISI MOJYYeHUSI KOMMEHTapueB C
TOYKU 3PEHMS MAllIEHTOB.

KoHcyabTanmum U 3KCrnepTHas OleHKa

[TocnenHue n3MeHEeHMST B HACTOSIINX PEKOMEHIAIIMSIX ObLIM B IIpeaBa-
PUTEIBHOM BEepCUU IPEACTaBICHBI IS AUCKyccun Ha KoHrpecce 3Hmo-
kpuHojoroB 20—22 masg 2013 r. (MockBa), Ha KOH(pepeHUUU AETCKUX DH-
nokpuHonoroB 22—23 mions 2013 r. (Apxanrenbck). IlpeaBapurenpHas
BepcUs BbICTaBJIEHA JJIs IHUPOKOIro odcyxkaeHus: Ha caiite DHII nig Toro,
YTOOBI JIMIIA, HE YUYaCTBYIOIIME B KOHIpecce U KOH(DEPEHIIUIX, UMEIU BO3-
MOXHOCTb IIPUHSTh Y4acTHE B OOCYKICHUM U COBEPIICHCTBOBAHUM PEKO-
MEHIALWNA.

Pa6ouas rpynma

71 oKOHYATeIbHOM pedaKLMy M KOHTPOJII KauyecTBa PeKOMEHIAUN Oy-
IYT MIOBTOPHO MPOaHAIM3UPOBaHbBl WieHAMU pabodeil TpymIlbl ¢ LEeNbIO YI0-
CTOBEPUTHCS, UYTO BCE 3aMeUYaHUsI 1 KOMMEHTapUU SKCIEPTOB IMPUHSTHI BO
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BHMMAaHNE, PUCK CUCTEeMAaTMUYCCKUX OIIMOOK IIpHM pa3paboTKe peKOMEHa-
LM CBeeH K MUHUMYMY.

Cwnma pekomeHmaunii (A—E, I—I1I) mpuBoguTcs nmpu M310XKeHUW TeKCTa
pEKOMEHIALNA.

OnpepeneHve

Oxkupenne — 3TO reTeporeHHast rpyrna HacJaeICTBEHHBIX U TPUOOPETEHHBIX
3a00J1eBaHUli, CBSI3AHHBIX ¢ M30BITOYHBIM HAKOTIJIEHUEM >KUPOBOW TKaHU B
opranusme (B. A. Ilerepkosa, O. B. Bactokona, 2013, B rieuatu).

NMaemMmonors

B nmociennue pecsarmieTus M30bITOUHAS Macca Tejla M OXKUPEeHUE CTald Ofi-
HOI 13 BaXXHEWIIMX IIpo0JIeM IIJIs KUTeJIeil OOJbIIMHCTBA cTpaH Mupa. 1o
ouieHkaM BcemupHoit opraHuszaium 3apaBooxpaHeHus (BO3), 6onee Mui-
JIMapla 4yejJ0BeK Ha IUIaHeTe MMEIOT JIMIIHUM BeC, 3aperucTpUpOBaHO Ooee
300 MJIH OOJIBHBIX OXMpeHUEeM. MI30bITOYHOI MacCcoii Teaa XapaKTepu3yloT-
cs 30 MJTH JeTeil ¥ MoAPOCTKOB, U 15 MJIH cTpagaloT oxupeHueM [1].

Poct uncna gereil ¢ oxkupeHrneM U M30BITOYHOM MacCOil Tejla IPOUCXO-
IuT Takke M B Poccum. [1lo maHHBIM 3MUIEMUOJIOTUYECKUX MCCIIEI0Ba-
Huit, B Poccuiickoit Meaepanyu pacnpocTpaHeHHOCTh U30BITOYHOM Mac-
CHI TeJla y AeTeil B pa3HBIX peruoHax Kojebnercs oT 5,5 no 11,8%, a oxu-
pEHMEM CTPagaloT OKOJI0 5,5% AeTeil, MpOXKMBAIOIIMX B CEJTbCKOI MECTHO-
ctu, u 8,5% ropoxackux geteit [2]. Jerckoe oxupeHUe BiieyeT 3a coboit
KaK KpPaTKOCPOUYHBIE, TaK M JOJTOCPOYHbIE HEOJIArONMpPUSITHBIC ITOCIEICT-
BUS TSI PU3NIECKOTO M IICUXOCOLIMAIBHOTO 310POBbSl 1 BO MHOTOM SIBJISI-
eTcst (haKToOpoM pUCKa TSI pa3BUTHUSI CePASUHO-COCYIUCThIX 3a00JI€BaHUIA,
caxapHOro auabera, OPTOIEAMYECKMX IIPOOJIeM M TICHUXMYCCKMX pac-
cTpoiicTtB [3].

Kputepun gmarHosa

IMocKOIBKY HEMOCPEACTBEHHO OLCHUTh KOJIMYECTBO KUPOBOM TKAHU B Op-
raHu3Me CJI0XHO, HanboJjiee MH(POPMATUBHBIM SIBJISICTCS OIIpeAc/IeHIe MH-
Jgekca macchol Tena (MMT), KoTopblit pacCYUTBIBAETCS KaK OTHOLLIEHUE Mac-
CHI TeJIa B KMJIOTpaMMax K KBaJapaTy pocTa 4eIoBeKa, BhIPAXKEHHOMY B MET-
pax. HokazaHo, yuto UMT KoppeaupyeT ¢ KOJMUYECTBOM XKUPOBOI TKAHU B
OpraHM3Me KakK Yy B3POCJIbIX, TaK U y JACTEi.

CormacHo kputepusiMm BO3, y B3pocibIX HOpMaTbHOM Macce Telaa COOT-
BerctByeT UMT 18,5—24.9 , UMT 25—29,9 — u30bITOYHOMY BeCy, a OXMU-
penue auarHoctupyercsa npu UMT Beiie 30.
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Kputepru n30bITOYHONR MacChl Tea U OXKUPEHUS y AeTeil onpeaeasoTcs
M0 JaHHBIM MEPLEHTUIbHBIX TAOJUI WM CTAHAAPTHBIX OTKJIOHeHU UMT
(SDS — standard deviation score). B HUX y9uTBIBalOTCSI HE TOJILKO POCT M
BEC, HO TaKXe IOJI U BO3pacT pedeHKa. DTO CBSI3aHO C T€M, UYTO 3HAUCHUeE
HNUMT y neteit mo Mepe pa3BUTHUS peOeHKA MEHSIETCS: BLICOKOE B IEPBbIi TOI
KW3HU, 3aTEM OHO CHMKAETCSI B MEePUOJ paHHEro AeTcTBa (2—35 JeT) u mo-
CTEeMEeHHO YBEJIMYUBAETCSl B MEPUOJ, MOJOBOTO Pa3BUTHUS, YTO B LIEJIOM OTpa-
JKaeT U3MEHEHUSI B KOJMYECTBE XKUPOBOI TKaHW B OpraHU3ME.

[aHHbIle HOpMATUBBI OOBEAWHSIOTCS OOIIMM IPUHIIAIIOM: ITePLICHTIN
JOJKHBI ObITh CUMMETPUYHBI OTHOCUTEIbHO MeauaHbl (50-i mepueHTUb).
BO3 nonw3yercs craHgapTHBIMU OTKJIOHeHUsSIMU —1, —2, —3 SDS, Mmeanana
u +1, +2, +3 SDS.

C yuetoMm pekoMeHaaluii BO3 oxupeHue y aeTeil 1 MoApOCTKOB CAeAyeT
omnpenensath Kak +2,0 SDS UMT, a n3osiTounyo Maccy tena ot +1,0 o +2,0
SDS UMT (Al).

Ha caiite BO3 mnipeacraBieHbl HOBble HOPMATUMBHbIE 3HAYE€HUSI pocTa U
Beca JUIS JeTeil B BuAe TaOJMII M KpPUBBIX: IJId Bo3pacta 0—5 et
(http://who.int/childgrowth/standards/ru) um 111 Bo3pacta 5—19 Jer
(http://who.int/growthref/who2007 bmi_for age/en); cMm. Takxke puc. 1—4.
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PucyHok 7.4. VIMT B 3aBMCMMOCTM OT BO3pacTa (z-Kkputepum): 4eBO4KM B Bo3pacTe 5—19 ner.

Knaccurkauus

Knaccudpukaums oxupenust, pazpadoranHas B. A. IlerepkoBoit n O. B. Ba-
ciokoBoit (ITerepkoBa B. A., BaciokoBa O. B., 2013, B neyaTu), CTpOUTCS
clielylolInuM 00pa3oM.

1. ITo 3THOMOTHN:

MpocToe (KOHCTUTYIIMOHAIBHO-2K30T€HHOE, UANOMAaTUIECKOE) — OXUPEe-
HUE, CBA3aHHOC C N30BITOYHBIM INOCTYIIVICHUEM Ka.HOpl/lﬁ B YCJIOBUAX THU-
MOJMHAMUU U HACJIEICTBEHHON MPEapacloOXEHHOCTH;
TUMNOTAJIAMUYECKOE — OXUPEHUE, CBSI3AHHOE C HAIMYMEM U JICUCHUEM
OMyXOJIE TUrmoTajiamyca U CTBOJIa MO3ra, JIYYEBOW Teparueil omyxosen
TOJIOBHOTO MO3Ta M reMo0JIacTO30B, TPAaBMOW Yeperna WU WHCYJIBTOM;
OXVpEeHWEe MPU HEWPOIHIOKPUHHBIX 3a00J€BaHUSIX (TUTIEPKOPTULIU3ME,
TUIIOTUPEO3e U JIp.);

OXUpPEeHUE SITPOreHHOE (BbI3BAHHOE JJIUTEIbHBIM TPUEMOM TIIIOKOKOPTH -
KOWJIOB, aHTUJIEIPECCAHTOB U APYTUX TpernapaToB);

MOHOI'€HHOC OXMPECHUE — BCJICACTBUEC MyTaLll/lﬁ ICHOB JICIITUHA, PCUCII-
TOpa JIeNTUHA, PELENTOPOB METAHOKOPTUHOB 3-TO U 4-T0 TUIA, TPOOTU-
OMEJIaHOKOPTUHA, TTPOKOHBEPTA3bl 1-TO THUIa, pelentopa HelpoTpodu-
4yecKoro (pakropa — TPOIOMUO3UH-CBI3aHHON KrHa3bl B);
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e CHHIPOMAJIbHOE OXMpPEeHHE (IIPU XPOMOCOMHBIX M APYIMX TeHETHUECKUX
cunapomax — Ilpanepa—Bunau, xpynkoir X-XpoMocoMbl, AJIbCTpeMa,
KoxeHa, [JayHa, IIpy ICeBIOIUITONIapaTUPEO3e U Ap.; CM. Tabil. 2).

Tabnuua 2. CuHAPOMBI, XapakTepuayloLnecs passutnem oxnpenus (Faroogi S., O'Rahilly S.,

2006)
Ha3ssanue Xapakrep Knunnyeckue I'eneTnyeckuii
CHHIPOMA 0XKHUpeHust 0CO0EHHOCTH nedekr
Ocreonuctpodust YMmepeHHOe Hwusknit poct, cHuxkenusiii  GNAS, 20q13.2
Onbpaiita (TiceBmo- WHTEJUIEKT, YKOpoueHue 4 u
TUTIONapaTupeos3 5 KapnaJbHbIX U MeTakap-
tuna 1A) MMaJIbHBIX KOCTEW, TUITOKAJIb-
uuemusi, runepdocdaremust
Jloypenca—MyHna— «C mepBbIX CHUXEHHBIII WHTEJUIEKT, BBS1I, 11ql3.
Bapne—bumns 11aroB» nuctpodus ceryatku, noau- BBS2, 16q21.
NAKTWINS, TTOJUKUCTO3 mo-  ['eH He u3BecTeH, 3pl3.
YyeK, TUIIOTOHanu3M, Hu3kuii  BBS4, 15q22.
pocT I'en He m3BecTeH, 2q31.
BBS6 (MKKS), 20p12
CHUHAPOM XpyHKOit Pannee CHIKEHHBIN MHTEJIEKT, FMRI1, Xq27.3
X-XpOMOCOMBI Havajuo MaKpOOPXUIU3M,
BBICTYTIAIOIIAST HYKHSISI ye-
JIIOCTh, BBICOKHI TOJIOC
AJbcTpemMa C nmerctBa Tyroyxoctb, nereHepaumsi ALMSI, 2p 13
CHHIPOM CeTyaTKu, caxapHblii auader
Bopecona—®opcma-  C 6—7 xer, AptepuanbHas runotouusi, PHF6, Xq26—27
Ha—JlemaHa yMepeHHoe 3a7epXKKa pa3BUTHsI, CHU-

Kunmmana (Teunepa—
Huxonst) cunapom

Koxena
CUHIPOM

Kapnenrepa
CHUHIPOM

IMpanepa— Buum
CHHIPOM

JlayHa
CUHJIPOM

C mepBBIX JIET

C 8—10 ner,
yMepeHHoe

IMocne 12 ner

C rnepBbIX JIET,
noudarust

C 12—14 ner,
paBHOMEpPHOE

JKEHHBI MHTEJUIEKT, TUIIO0-
TOHaIu3M, TMHEKOMACTUA

3amepkKa pa3BUTHSI, THUIIO-
TOHUSI, CYIOPOTH

Mukpouedanus, apTepraib-
Hasi TUMOTOHUS, TUCTpodUs
CETYaTKU, BBICTyMAIOIINE
repeaHue 3yObl

«bamennas» popma geperna,
CUHIAKTWINS, TTONUIAKTU-
JIMsl, TUTIOTOHAM3M, CHU-
SKEHHBI MHTEJICKT

MpbliieyHast TUIIOTOHMS, 3a-
JIepKKa Pa3BUTUSI, CHIKEH-
HBI MHTEJJIEKT, TMIIOTOHA-
TA3M

CHIMKEHHBIN MHTEJUICKT,
TIOPOKM Cepjlia, apTepralib-
Hasl TUIIOTOHMS

12pXXXX,
Mo3auiusM 12p

COHI, 8q22—q23

I'en He n3BecTeH

['eH He U3BeCTEH,

15q1—ql3

21 XXX
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2. Ilo HAIMYMIO OCJIOKHEHMIA 1 KOMOPOUIHBIX COCTOSHMIA:

HapyllIeHUs YIIEBOAHOrO 00OMeHa (HapylleHUe TOJIePAHTHOCTU K IJIIOKO-
3¢, HapylleHUe TIIMKEMUM HATOIIAK, MHCYJIUMHOPE3UCTEHTHOCTD);
HeaJIKOTOJIbHAS KUPOBast 00JIe3Hb MIeYeHH (3KUPOBOI1 TellaTo3 M CTeaTore-
MaTUT Kak HauboJjiee YacTo BCTpeyalolrecsl y AeTeil COCTOSTHUSA);
JUCTUNUACMUS;

apTepualibHasi TUIIEPTECH3NS,

caxapHbIil JuabeT TUma 2;

3a/IeprKKa IMOJI0BOTO pa3BUTHS (M OTHOCUTE/IbHBIA Te(MULIUT aHAPOICHOB);
YCKOPEHHOE TT0JIOBOC Pa3BUTHE;

TMHEKOMACTHUS;

CUHAPOM TMIIepaHAPOreHUM;

CHHIPOM aITHO?;

HapyllleH!s] OMOPHO-IBUIaTeIbHONM cucTeMbl (0oje3Hb biayHTa, ocreo-
apTPUT, CIIOHAUJIONUCTE3 U 1Ip.);

>KeJTUHOKaMeHHasl 00JIe3Hb.

3. Ilo cTeneHn OKUpEHHUS:

SDS UMT 2,0—2,5 — 1 cTeneHs;

SDS UMT 2,6—3,0 — II creneHs;

SDS UMT 3,1—3,9 — III creneHs;

SDS UMT > 4,0 — MopOumHoe.

Tudpsr MKB

(E 66.0) Oxupenne, o0yCIOBIEHHOE U30BITOYHBIM MOCTYITJICHUEM SHEp-

TEeTUIECKUX PECypPCOB

(E 66.1) OxupeHue, BbI3BAaHHOE TTPUEMOM JICKAPCTBEHHBIX CPEICTB
(E 66.2) KpaiiHsiga crenieHb OXXMPEHUsI, CONPOBOXKIaeMas ajbBEOJISIPHOI

TUIOBCHTWJISILIUECTA

(E 66.8) dpyrue hopMbl OXXUPEHUS

(E 66.9) OxupeHue HEyTOYHEHHOE

(E 67) Ipyrue BUObl M30BITOUHOCTH MUTAHUS

(E 67.8) dpyrue yrouHeHHble (hOPMbI M30BITOYHOCTA MUTAHUS

(E 68) INocnencrBus M30BLITOYHOCTH TTUTAHUS

ITpumepsl popmyampoBku auardHosa ¢ yyerom mmppa no MKb

(E 66.0) KonctutyunoHanbHo-3k30reHHoe oxupenue 111 cremenu (SDS
UMT = 3,26). Aucnunuaemusi. HapyiieHne TojepaHTHOCTU K IIIOKO3€.
(E 89.3) KpannodapuHruoma, cocTossHIe TI0c/Ie yaajaeHus. [ umoramramu-
yeckoe MopouaHoe oxupeHue (SDS UMT = 4,2). 'unonutyutapusm.
(E 66.8) MoHoreHHoe oxupeHue, o0yciIoBIeHHOE Ae(DULIMTOM ITPOOIHO-
menanokopTtuHa Il crenenu (SDS UMT = 2,8). BropuuHast Hagmmo4eaHn -
KOBasl HEIOCTaTOYHOCTb.

(E 67.8) Cunnmpom Ilpamepa—Bumnu: oxupenue III cremenn (SDS
WUMT = 3,7), 3amepkKa ICUXOMOTOPHOro pa3BuTus. COCTOSHHE IIOCTIe
opxuponekcuu (05.2013). Jlucnunuaemus.
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[1naH obcnegoBaHva nayneHTa
C OXKUPEHNEM

AHamMmHe3

BBISICHSIIOT Bec IpU pOXIEHUU, BO3PACT, B KOTOPOM HAyajoCh Pa3BUTHUE
OXXMpEeHUsI, TICNXOMOTOPHOE Pa3BUTHE, HACIICACTBEHHBIN aHAMHE3 T10 OXKM-
peHuto (BKJIo4as pocT M BeC poauTesieil), caxapHoMy 1uabeTy Tumna 2 u cep-
JIEYHO-COCYIUCTHIM 3a00JIcBaHUSAM, IMHAMUKY pOCTa, HAJIMYKME HEBPOJIOTH -
YeCKUX XKanob (rojioBHbIe 00U, HAPYIIEHUE 3PEHUST).

HdaHHbIE ocMmoTpa

H3mepsioT poct, Bec, OKpY>KHOCTB Tamu, paccunteiBaior SDS UMT, ompe-
JIeJISTIOT XapakTep pacnpeneaeHUsl MOAKOXHON KMPOBOM KJIETYaTKU, U3MEPSI-
10T apTepuanbHoe naBieHue (AJl), OlLleHMBAIOT HaJW4YMe W XapaKTep CTPUI,
Hajmmure (OoJUTMKYISIPHOTO KepaTo3a, acanthosis nigricans, aHIporeH3aBUCH-
Moii gepmornatuu (y IeBOYEK — TMPCYTU3M, aKHE, XXUpPHasl cebopest), onpee-
JISIIOT CTafyio TIOJIOBOTO Pa3BUTUS, CrlelMdpUuUeckre (PeHOTUITNYECKHE OCO-
OeHHOCTU (XapaKTepHBIE IS CUHIPOMAIBHBIX (DOPM OKUPEHMST).

JlabopaTopHaa auarHocTuka (All)

BMOXMMNYECKNii aHanNN3 KPOBK

Bcem OOJBHBIM NIPOBOISIT OMOXMMUYECKHMIA aHAIN3 KPOBU, BKITIOUAIOIIWIA
JIMTTUIOTPpaMMy, OIIpeAesieHre AaKTUBHOCTU IICYEHOYHBIX (hepMEHTOB
(AnAT, AcAT).

Kpurepuu mucaunuaeMuu (0 IUCIUUACMHUN TOBOPST IIPU HAIWINK 2 U
0osiee KpUTEPUEB):

e YPOBEHb XOJeCTeprHa > 5,2 MMOJIb/JI;

e YpOBEeHb Tpurauuepuaos > 1,3 mmonb/n (masg gereir mo 10 JeT);
> 1,7 mmonb/n (nast aeteit crapiie 10 jerT);

e ypoBeHb JITIBII < 0,9 mmonb/a (Manbuuku) u < 1,03 MMOIb/JT (I€BOYKN);

e ypoBeHb JIITHII > 3,0 Mmmoinb/1.

Onpenenenue akTuBHOCTU AJTAT u AcAT B coueranuu ¢ Y3U nedeHu
MOKa3aHO BCEM OOJIbHBIM OXHUPEHUEM JUISl BBISIBICHUS HEAJIKOTOJIbHOM XK1~
poBoii 6oe3nn ieueHu (HAZKBIT). 2Kuposoit renato3 nmeercst y 25—45%
MOJPOCTKOB C OXKMPEHUEM; TP JUIMTEILHOM OXUPEHUU C TeUEHUEM BpeMe-
HU MOXET IIPOrpecCrUpoBaTh U MOpaxKeHue IIeYeH: cCTeaTorenaTur, ¢puopos,
uuppo3. B CIIA HeankoroabHas XupoBasi 00Jie3Hb MeYeHU — Haubosee
yacTtasg NpMyrHa pa3BUTUS LUPPO3a Y MOAPOCTKOB U camad yacTas NpuymHa
TpaHCIUIAHTallMHU IIEYeHU Y B3POCIBIX [4].
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AkTtuBHOCTb ANAT, nmpeBbIilIaIIAs BEPXHIO TpaHUIy HOPMbI, YCTAHOB-
JICHHOW 11l TaHHOW Jaboparopuu, y aeteil ¢ mpusHakamu HAXBIT no
Y3U B oTCYTCTBHME OPYrUX IMPUIMH CUHAPOMA LIMTONM3a (BUPYCHBIE, METa-
OoMuecKre TOopaXkKeHUsI TeUYeHUW M Jp.) paclcHMBAeTCs KaK IIPOsIBJICHUE
creatorenatuta [5]. B COMHUTENBHBIX CllydasiX JOCTOBEpHasl AMAarHOCTUKA
HEaJKOTOJILHOIO CTeaToreraTuTa BO3MOXHA TOJBKO MOCIe MOP(OIOruIe-
CKOT'O MCCJIeIOBaHUSI TKAHU TICUYCHH.

TecT Ha TONEPaAHTHOCTb K rOK03e

Bcem G0JIBHBIM TTPOBOAST TAKKE CTAHAAPTHBINM ITepOpabHbIN TECT Ha TOJIe-
PaHTHOCTh K TJII0KO3¢ (OpajbHBINM ToKo3oTonepaHTHRI TecT, OI'TT), B
X0JIe¢ KOTOPOTO OIPEIesIsSIiIOT YPOBEHD IIIOKO3bI B IIa3Me HATOIIAK U 4epe3
2 4 nocje npuema rioko3bl (All).

YcnoBus mpoBeAeHMS TecTa: YTpOM HaToIllak, mocjiae 8—I14 4 rojomaHus,
MalMEHT BBITMBAET PacTBOp IJIIOKO3BI M3 pacuera 1,75 r/Kr, HO He Oolee
75 r, pa3BeaeHHo B 250 M1 BoAbl. B TeueHue Tpex AHel nmepea MpoBeaeHU-
€M IIPOOBI IMaIlMEeHTy PEKOMEHIYeTCs AueTa C COAepXKaHMEM YIJICBOIOB He
meHee 250—300 r/cyT u oObluHasT pu3nIecKass aKTUBHOCTb.

OlieHKa pe3yIbTaToOB TecTa:

e HOPMOIJTIMKEMHUSI — YPOBEHbD INIIOKO3bI HATOIIAK MEeHee 5,6 MMOJIb/J1, YPO-
BEHb INIIOKO3BI Yepe3 2 4 MeHee 7,8 MMOJIb/TI;

e HapylleHWe TJIMKEMUM HATOLIAK — YPOBEHb IIIOKO3bI HATOLIAK 5,6—
6,9 MMOJIb/J1;

e HapylIeHHUE TOJIEPAHTHOCTH K INIIOKO3€ — YPOBEHbD IJIIOKO3HI Yepe3 2 9 Co-
crasusget 7,8—11,1 Mmmomab/m.

Hwuarno3 C/I tuma 2 y meteit BLICTaBISIETCS, €CIIN:

1) ypoBeHb TJIIOKO3bI HaTOIIaK > 7,0 MMOJIb/J JIMOO YPOBEHD TIIOKO3bI Ye-
pe3 2 u > 11,1 MmMoub/J;

2) UMeIOTCS KJIacCUYeCKre CUMITTOMBI caxapHoro amabeta (TTOJMYypHUsI, TT0-
JININIICUSI, HEOOBSICHUMOE CHIDKEHHE Beca) B COUYETAHUU C YPOBHEM
[JIIOKO3bI B IIJIa3Me TpU cliydailHOM ompeneieHun > 11,1 MMomb/i; ciy-
YalfHBIM CUMTAETCs M3MEPEHE YPOBHSI INIFOKO3bI B JTI000E BpeMsI THS Oe3
B3aMMOCBSI3M CO BpeMEHEM IpueMa IUIIN.

CorjlacHO 3MUIEMHUOJIOTUYECKUM HCCIEeIOBaHMSIM, JIMLA C HapylIeHUeM
IJIMKEMWY HATOIIAK M HapyIIEHUEM TOJEPAHTHOCTH K IJTIOKO3€ COCTaBIISIOT
IPYIIIY pUCKa II0 Pa3BUTUIO CaXxapHOTO auadeTa, a JaHHbBIC HAPYIIEHUS yT-
JIEBOAHOTO OOMEHa PaclEHMBAIOTCS KaK «Ipeanader» [6—S§].

HNucymnope3uctenTHocTh (MIP) — HapyleHue peakuny Ha WHCYJIUH WH-
CYJMHYYBCTBUTEJIBHBIX TKAaHEH Ha Ipe-, IOCT- U PelCITOPHOM YPOBHSIX,
MPUBOISIIEE K XPOHUYECKUM META00JIMUYECKUM U3MEHEHUSIM U COIPOBOX-
JaoIIeecss Ha MEePBBIX dTanaXx KOMICHCATOPHOM TMIIEPUHCYIMHEMUECH.

«30JI0TBIM CTaHIAPTOM» TUATrHOCTUKM WP SIBISIOTCS SyrTMKEMUUECKUIA 1
TUIEPIIMKEMUYECKUI KIIDMII, a TakKKe BHYTPMBEHHBIM TECT Ha TOJepaHT-

174



[narHocTrnka v neveHne oxXMpeHusa y aeten n nogpoCcTKOB

HOCTb K TJIIOKO3€ C YaCThIMU 3a00paMU KPOBH, OLIEHWBAEMBIN C TTOMOIIIBIO
MUHUMabHOM Mopenu beprmanHa. K coxaneHuio, 3T TeCTbl HEIPUMEHU-
MBI B TIOBCEIHEBHOI IIPaKTHKE, TaK KaK OHM MHBA3MBHBI, BECbMa IPOI0JI-
KUTEJIbHBI U JOPOTH, TPeOyIOT CHeUMalbHO OOYYEeHHOTOo MEIMIIMHCKOTO
repcoHana U CI0XKHOW CTaTUCTUYECKON 00pabOTKU pe3ysibTaTOB.

B moBcenmHeBHOIT IpaKTUKE ISl OLIEHKM MHCYJIMHOPE3UCTEHTHOCTH MPHU
OXUPEHUM Yy JeTell U TOAPOCTKOB HaMOOJbIIel TMarHOCTUYECKON 3HauYM-
MOCTBIO 00J1aJal0T YPOBEHb MHCYJIMHA TIPU CTUMYJIMPOBAaHHOM BbIOpOCE U
3HaYeHWe mHaekca Matsuda, ompenensgembie 1o JaHHBIM OI'TT.

TecT mpoBoaANUTCS COTJTACHO OMUCAHHON BbIIIE MeTOAUKE. [19 yMeHbIe-
HUsI MHBA3MBHOCTU MCCJIEIOBAHUS U CHUKEHUSI pUCKa reMoiu3a Mpeanoyd-
TUTEJIbHA YCTAaHOBKA BHYTPUBEHHOTO Karerepa. M3amMepeHne KOHIIeHTpalrii
MMMYHOPEAKTUBHOTO MHCYJIMHA M TJIIOKO3bl B IJIa3Me TTPOBOAUTCSI HATO-
mak, a takxke depes 30, 60, 90 u 120 MUHYT TIOC/Ie HArpy3Ku IJIIOKO30i ¢
pacueToM MHAeKca Matsuda:

Wuneke Matsuda = 10 000/N(UPU, x Ty x UPUpey X Tipey),

rne MPU — xoHleHTpaluss UMMYHOPEaKTUBHOIO MHCY/IMHA, MKEL/MI;
I'n — ypoBenb rmoko3sl, Mr/%; UPU,,, ['ny — ypoBHM MHCYJIMHA U TITIOKO3bI
Hartomak; UPW ., [y, — cpeanue ypoBHM MHCYJIMHA U IJIIOKO3bI IPU
npoBeaeHun OI'TT [9]. 3HaueHusa MHIekca HUXe 2,6 CBUAETEILCTBYIOT O
HaJTM4Inu WHCyJIMHOpe3ucTeHTHoctH [10, 11].

CreayeT oTMETUTh, YTO BBUIY CIOPHOCTM MeTona olieHKu WP, a Takke
OTCYTCTBMSI Ha CETOAHSIIHUN AeHb O(PUIIMATIbHO OJ00PEHHON MeaUKaMeH-
TO3HOM Tepaluy JTAHHOTO COCTOSIHMSI OIIEHKAa MHCYJIMHOPE3NCTEHTHOCTU
MPOBOIMTCSI MO TOKAa3aHWSIM W He SIBIISICTCS 00sI3aTeIbHONM B PYTMHHOM
npaktuke. K mokazanusam niasg nposenenus OI'TT ¢ ouenkoit P moxHO
OTHECTH HaJINYME Y MallMeHTa paHee BhISIBIICHHBIX HAPYILICHU YTIJIEBOJHOTO
oOMeHa, OTSATOIIEHHBIN ceMeiiHbIi aHamHe3 (Mo CI Tuna 2, TunepaHapore-
HUM U Jp.), HaTM49re 00beKTUBHBIX MapKepoB (acanthosis nigricans u ap.).

lFopmonanbHbie nccneaoBaHns

ITo mokasaHUAM IPOBOAATCS TaKXKe APYrvMe IOPMOHAJIbHBIE MCCIIEN0Ba-

Hus (AIl):

e oripejesieHue ypoBHelt TupeouaHbix TopMoHoB (TTT', cBoOoaHbIH T,) mpu
IMOJIO3PEHUM Ha TUIIOTUPEO3;

e omnpeaeneHue yposHeid koptuzona u AKTT, nentrHa npu nogo3peHU Ha
MOHOT€HHOE OXMPEHMUE;

e omneHka cexkpeunu Koptuzona u AKTI (cyrounsiit put™m, cO60p CyTOYHOI
MOYM Ha KOPTU30JI, poda ¢ AEKCAMETa30HOM) JJISI UCKIIIOUEHUS TUTIEP-
KOPTHUIIM3MA;

e omnpeneneHue yposHeit IITI, mponHCcynnHa Npu MOI03pPEHUU HA CUHAPO-
MaJbHbIe (POPMbI OXXMPEHUSI — IICEBAOrMMOINapaTUpeos3, AeULIUT MPo-
KOHBepTa3bl 1-ro Tura;
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e onpeneneHne ypoBHsa M®PP-1 1mpu momo3peHMM Ha TUIIOTAJIAMUYCCKOE
OXUpEHUE;

e OLICHKA YPOBHSI MPOJIAKTMHA IIPUA TMIIOTAJIaMUYECKOM OXMPEHMU, TMHE-
KOMacTUU y MaJIbuMKOB, JUCMEHOpEe Yy IeBOYEK;

o onpenenenue yposHeit JII', ®CI, TectocTepoHa, rio0yJiMHa, CBSI3bIBaIO-
LLIETO ITOJIOBbIE TOPMOHBI, AaHTUMIOJUIEPOBA TOPMOHA IIPU CHUHIPOME TH-
nepaHAPOTeHUH, TMCMEHOpee y IeBOYEK U HapYLIEHMUSIX MTOJJOBOTO pa3BU-
THUSI Y MaJIbYUKOB;

o CTUMYNSIIIMOHHBIC TIpoOBI Ha BEIOpoc CTIT — 110 MOKa3aHmusIM, TIpU MO0~
3pEHMU Ha TUIIOTATIaMUYeCKOe OXUPEHUE;

e YPOBEHb aJIbIOCTEPOHA, AKTUBHOCTb PEHMHA I1J1a3Mbl, COAEPXKAHUE MeTa-
HedpUHOB 1 HOpMETaHE(PUHOB B CYTOYHOM MOYE U Ap. IUIST YTOUYHCHUS
reHe3a BIEPBbIE BBIIBICHHOW MPU 00CIeIOBAHUM TAllMEHTa C OKUPEHU-
€M apTepuajbHON TMMePTeH3UH, B 3aBUCMMOCTHU OT KJIMHUYECKUX MPOSIB-
JICHUIA.

OueHKa ypoBHSA apTepuanbHoro faBnexus

[IpoBomuTcsa BceM OOJBHBIM COIJIacHO «PekoMeHmanusiM Mo IMarHOCTHKE,
JIEUeHUIO U TIpoUIAKTUKE apTepUaibHOM TMIIEPTEH3UU Y AeTel U TTOIPOCT-
KOB», pa3paboTaHHbIM 3KcrepTamMu Bcepoccuiickoro HaydyHoro ooOllecTBa
KapaIMoJ0roB U AccouMalMu AeTCKUX KapauoaoroB Poccuu. ITpu oleHke
AJl yIuTBhIBaOTCS BO3PACT, IOJ U pocT pedeHKa. CienyeT OTMETUTh YTO IS
OUATHOCTUKY HaJW4YUs apTepuaJbHONl TUIIEPTEH3MHU, BBISIBICHHON IIpU
OOBIYHOM HM3MEPEeHUU, MPEeANOUYTUTEbHO MPOBEAEHUE CYTOUHOIO MOHUTO-

pupoBanus AJl.

OueHka [lHeBHMKAa NUTAHMA U ABUraTesibHOM
akTusHocTu (BIl)

JAHEeBHUK MUATaHUS — 3TO TeTpadb (OJOKHOT, aiisl B KOMITbIoTepe, Teaedo-
He), IIe TalueHT (MJIM eT0 POOUTEIIN) 3aIllUChIBAET BCE, CheACHHOE 1 BBIITH -
TOE 3a JeHb (B JIOXKKax, yalllkaX, rpaMMax), C YKa3aHUEM BPEeMEHU IpuemMa
MUIIK, a TAKXKE ¢ TTOMETKOM, MoYeMy OH 3TO Chesl (MCIBIThIBA YYBCTBO IO-
Jiofa, HepBHUYAJI, «3a KOMIIAHUIO» C IPY3bIMU, OT «HUYETOHEICIaHUsI» U
T. 1.). DTO MO3BOJSAET MOJYUUTh MOAPOOHYIO UCXOAHYIO MH(MOPMALIMIO O KO-
JINYECTBE 1 KaYeCTBE IMUILIM JIJIS COCTABICHMS EPCOHM(PUIIMPOBAHHON I1e-
THI, a TAK:Ke KOHTPOJUPOBATh U IIPU HEOOXOIMMOCTA KOPPEKTUPOBATh Pe-
KOMEHJAllUK T10 MUTAaHUIO B IPOLIeCCe CHUXKEHUs Beca.

B psine cnygaeB 3amonHeHue JIHEBHMKA MUTAHUS TO3BOJISIET BBISIBIISITH
SMOIIMOHAJIbHBIE HAPYIICHUS, YTO TPeOYeT MOIMOJHUTEIbHON MOMOIIN PO-
JUTEICH U Bpadya-IICUXO0JIora.
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MHCcTpyMeHTanbHbie uccnepgoBaHus

BbuoumnepancomeTpus

McxogHo mpoBOIUTCST BCEM, a TaKxKe JJISI MOHUTOPUPOBAHMSI.
buouMnenancomMeTpuss — MeTOHd MCCIEI0BaHMS COCTaBa Teja, OCHOBAaH-

HBIII Ha U3MEPEHUU 3JIEKTPUUYSCKOrO COMMPOTUBJICHMUS TKaHEH (MMIIeJaHca)

MpY TIPOXOKAEHUN Yepe3 HUX HU3KOMHTECHCUBHOIO 3JICKTPMYECKOIO TOKA.

ITpubop aHanmm3upyeT cocTaB Tesa (KOJMIECTBO XKMPOBOI MacChl, 63 KMPO-

BO#1 MaccChl, BOOHOTO KOMITIOHEHTA), YUUThIBasI BeC, pOCT, BO3PacCT, II0JI, Te-

JIOCJIOXKEHME YesioBeKa. brionMIienancoMeTprst — HeIOpOroil 1 HEeMHBa3UB-

HBII METO[I, XOTSI €I0 TOYHOCTh OCTAaeTCsl IIpeaMeToM o0cyKaeHus. Jist mo-

JIydeHUsI MaKCHMaJbHO TOYHOIO pe3yJibTaTa OMOMMIIEAAaHCOMETPUIO PEKO-

MEHAYETCSI BBIIOJHATL HATOIIAK, Yepe3 2 4 1 0oJjiee Mociie MprueMa XXUIKo-

CTU, B COCTOSIHMU ITOKOSI.

[Ipu mepBUYHOM HMCCIENOBAaHNN OMOMMIIEIaHCOMETPHS ITO3BOJISIET pa3-
paboTaTh WHAWBUIYaJIbHBIE PEKOMEHIALIMUA IO BHAY M WHTEHCUBHOCTU
CIOPTUBHBIX HAarpy30K, KOTOpbI€ IPEANOYTUTEIbHbBI I HOCTUXKEHUS
MaKCUMaJIbHO TOJIe3HOTOo pe3yibTaTa. [IpoBeneHme mcciaeqoBaHus B OK-
HaMuKe (Hampumep, ¢ MHTepBajaMu B 3—4 Heaesin) MO3BOJIsIeT KOHTPO-
JIMpoBaTh 3(PPEKTUBHOCTD TEpaNIUU U OMPEAEsaTh, 3a CYET Yero MPOrCX0-
INT U3MEHEHNE Beca — YMEHBIIICHUS XXMUPOBOM MaCChl MK IIPOCTO KOJIM-
yecTBa BOAbLI B OpraHM3Me, a TakKe OlLIEeHMBaTh M3MEHEHHE KOJIMYeCcTBa
MBIIIIEYHOU MAacCCHhlI.

[pyrue MeTombl OLIEHKH COCTaBa Tejla (IByX3HepreTuuecKas peHTITe€HOB-
ckas abcopoumometpusi, KT, MPT) Takke MO3BOJISIIOT OLIEHUTh KOJIUYEe-
CTBO BHUCLEPAIbHOI XMUPOBOIM TKAHU, HO SIBJISIOTCSI MEHEe JOCTYIIHBIMU B
CBSI3W C BBICOKOM CTOMMOCTBIO M OOJIBIION IIWUTEIHbHOCTBIO MCCIIEIO-
BaHMsI.

[pyrue MHCTpyMEHTAaJbHbIE MCCIIeI0BaHUS
1. Y3U OprolIHO MOJOCTH — BCEM.

2. 9KT', Ox0oKI' — no mokasaHusIM.

3. [NomucomHorpadmss — Tpu MOPOMIHBIX (PopMaxX OXUPECHUSI, HATUIUU
’KaJlob Ha HOYHOI Xpall, alTHO® BO CHE, BBIPAXKEHHYIO THEBHYIO COHJIM-
BOCTb.

4. MPT rosi0BHOTO MO3ra — TIpYW TTOJO3PEHUN HA TUITOTATaMHUYECKOE OKM-
peHue.

5. OueHKa ocCHOBHOro ooMeHa (Metabdojiorpagbl) — Mo MoKa3aHUSIM, B CIe-
IMAJIM3MPOBAHHBIX LIEHTPaX, WIS MepCOHU(MUKALIMNA TUETOTEPaITiHU.

6. PentreHorpaust KUCTel pyK — IO MOKa3aHUSIM.

7. OdranbMoJiornyeckKoe o0caeaoBaHue — IO MOoKa3aHUsSIM, IMPU MOJ03pe-
HUU Ha HAJIMYKME apTepuaIbHOI TUIIEPTCH3NH, TUIOTAIAMAYECKOTO OXKIM-
peHUsI, HEKOTOPBIX CMHIPOMAJIBHBIX (DOPM OXKMPEHMUSI.
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Monel(ynapl-lo—rel-le'ruqecxue uncenenosaHuA

MouteKyasipHO-TeHeTHYeCKHe HMCClenoBanusa (oIpeaeieHrue KapuoTuIa, Io-
HWCK MYTalii OIpeaesIeHHBIX TEeHOB) IPOBOIATCS IIPU ITOAO03PEHUM Ha MO-
HOTE€HHOE OXUPEHUE U CUHIPOMaJIbHbIE (DOPMHBI.

OCc00EeHHOCTBIO CHHAPOMAJIbHBIX (hopM OXXMpPEeHUs SBISICTCSl HAIMYKe BhIpa-
JKEHHOII HEBPOJIOTMYECKON CHMIITOMATHMKM — 3aJepXKa ITICMXOMOTOPHOTO
Pa3BUTHSI, CHUXKEHHBIN MHTEJUIEKT U JIp (cM. Tadu. 2). B naHHOM ciydae xxena-
TeJIbHBI KOHCY/IbTALIWS TeHETHKA, IIPOBENCHIE TeHETUUECKIX UCCISIOBaHUI C
YU4E€TOM KJIMHUYECKOW KapTUHBI U (heHOTUIMYecKux ocodeHHocteit (All).

MoHoreHnble (hopMbl OKMPEHMS] OTJIMYAIOTCS PaHHUM Je0I0TOM (C TEPBBIX
MECSILIeB XKM3HM), Ioaudarueil ¢ pa3BUTHEM BBIPAKEHHOTO, HEPEIKO MOp-
OMAHOro OXUpeHUs K Bo3pacTy 3—5 jieT. CieayeT OTMETUTD, UTO CaMOi Yac-
TOI M3 BCEX MOHOTEHHBIX (DOPM SIBJIIETCS OXUPEHUE, BbI3BAHHOE MyTaluei
reHa penenTopa MeJaHOKOPTHHOB 4-r0 Tuma (MC4R), 4To KJIMHUYECKU XapaK-
TEPU3YeTCsl COYeTaHUEM PaHHEro MOPOMIHOTO OXUpeHUsl Ha (oHe monuda-
MY C BBICOKOPOCJIOCTBIO. B CBSI3M ¢ 3TUM IIpY HAJIMYMU y pedeHKa A0 3 JIeT
BBIPAXKEHHOTO OXMpPEHMs MoKa3zaHo mnccienoBanue reHa MC4R. OmHako cie-
IyeT OTMETUTh, YTO YaCcTOTa BCTPEYAEMOCTU HaXKe HAHHOM «CaMOM 4YacToil»
dopmbr cocraBnser He Oosee 0,5—4%. Cnenmduueckast Tepanust pa3padboTa-
Ha TOJIbKO MIJIST MOHOT€HHOI (hOPMBI OXKMPEHUSI, 00YCIOBICHHOI Ie(PUIIMTOM
JlenrTrHa (TIperapar — pPEeKOMOMHAHTHBIN T€HHOMHXKECHEPHBINM JICTITUH JUIS
/K uHbekuMii, B Poccuiickoit Denepaliin He 3aperMCTPUPOBaH).

Koucynb'ral.wm cneuvaiamcToB

ITpoBoasTcs KOHCYAbTALMU CIIELUAIUCTOB: auetojora, Bpada JIDK, ncu-
X0JIora, O MOKa3aHUsIM — HEBPOIIATOJIOra, KapAuoJora, OTOJIapuHTOJIO0Ta,
racTpOHTEpOJora, TMHEKOJ0ra, reHeTUKa.

JlevyeHne

OCHOBY Tepanuu OXUPEHMS COCTABIISICT KOMILIEKC MEPOIIPUSITHUIA, BKIIOYA-
IOIIMX KOPPEKILMIO IMMIIEBOrO TOBEACHUS, IMETOTEPAIIUIO0 M aJeKBaTHBIC
(buszmyeckue Harpy3kyu — MOTHBAIIMOHHOE O0OY4YeHHe C MPUBJIeYeHEM POIUTE-
qeii m cemb (IIIkoaa oxkupenus) (All).

Mepbl N0 U3MEHEHUIO O6pa3a XN3HU

HenmaBHue mMeTaaHanIM3bl MOKa3alM, YTO KIMHUYECKNME MEpPhl, OCHOBaHHBIC
Ha IporpaMMax, HallpaBJI€eHHBIX Ha M3MEeHeHNe 00pa3a XKMU3HU, IMO3BOJISIIOT
noouthes cHkeHuss UMT, olieHMBaeMoro B MeauaTpuyeCcKoil TIpakTUKe B
cTaHmapTHHIX oTKIoHeHusX (SDS), He 6omee uem Ha 0,03—0,05 SDS UMT
B TeuyeHue npuMepHo 1 roga HabmoneHus [12, 13, 14].
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Jluerorepamua — cron Ne 8 o IleB3Hepy.

®uszuyeckas Harpyska. CorsacHo pekoMeHgauusiMm BO3, agekBaTtHas Gu-
3u4ecKasi akTUBHOCTD JIJISI AeTel U TTOJAPOCTKOB B Bo3pacTe 5—17 jiet noapa-
3yMeBaeT eXeIHEBHbIC 3aHATUSI MPOAOLKUTEIBHOCThIO He MeHee 60 MMH.
Dusnyeckass aKTUBHOCTH CBbIlIe 60 MWUH B JEHb JaeT AOIMOJHUTENIbHBIC
MpeuMyIIecTBa IsT 300pOBbs. [T CHIDKeHMsST Beca OOJbIIas 9acTh eXKe-
THEBHON (PU3MUECKOl aKTUBHOCTH [OJDKHA OBITH ITOCBSIIIIEHA a3pOOMKeE.
ITox ¢pu3nyeckoit aKTUBHOCTBIO TIOHUMAIOTCSI UTPBI, COCTSI3aHUS, 3aHSITUS
CIIOPTOM, TIOE3IKW, O3JOPOBUTEIBHBIC MEPOIPUATUS, (PUKYIAbTypa WU
MJIaHOBBIC YIIPaXKHEHUSI B CeMbe, IIKOJIe U M0 MECTY KUTeJbcTBa [15].

MeaukameHTO3Has Tepanusa

MenukamMeHTO3Hasl Teparus OXUPEeHUsl y TToApOCTKOB orpaHudeHa (BIT).

EnvHcTBeHHBIN npenapaT, pa3pellieHHbIN 115 JIeYeHUsT OXKUPEHUS y JeTei
crapure 12 et B mupe u Poccuiickoit @enepaiyn, — 310 opamcrar. OpiaucTar
SIBJISIETCSI MHTMOMTOPOM 3KEJIyJOYHOM M MaHKPeaTUYeCKOM JIMIIa3, KOTOphIe
YYaCTBYIOT B TMIPOJIM3E TPUIIULIEPUIOB M HEOOXOAMMBI JIJIs1 BCAChIBAHUSI XK1~
pPOB B TOHKOM KWIIIeuHMKe. B pe3ynbraTe meiicTBUs IIpeltapaTa HapyIIaeTCs
paclieIieHre TTUIEeBBIX KUPOB ¥ YMEHBIIIAeTCsT X BcackiBaHue. I1ocie otme-
HBI TIperapara ero IelicTBMe ObICTPO MpeKpalaeTcs, a akTUBHOCTb JIMIIa3 BOC-
cTaHaBBaeTcsa. DPGEKTUBHOCTD OpJIMCTaTa B KOMIUICKCHOM TepaIrtiy OXK-
PEHMST Y TIOIPOCTKOB OLIEHEHA B KOHTPOJIMPYEMbBIX KIIMHUIYECKUX MCCIIeI0BA-
HUSIX, COIVIACHO KOTOPBIM CpedHsIsSI AMHAMUKa Beca B TpYIINe, IOJydaBlIei
opamcTat, coctaBuia ot +0,53 kr (12 mec tepanuu, 12 mMec HaOMOACHWUS,
539 mauumeHToB) [16] mo —6,9 kr (6 Mec Tepanuu, 60 narmenTos) [17]. Opnu-
craT Ha3Hayvaercd 1o 1 karicyne (120 Mr) mepen OCHOBHBIMU TIpUeMaMM TTH-
LM, MAaKCUMaJIbHAsI CYyTOYHAs Jo3a cocTtanisieT 360 mr (o 1 kamcyne 3 pasa B
CyTKH). HAIUTeIbHOCTD JIGYEHUST MOXKET COCTaBIISIThL OT 3 A0 12 mec; mpu Ha-
3HAYEHUHU IIperrapaTa JoJible 3 Mec K Tepalrd PeKOMEHIOBaHO H00aBJISTh
MOJMBUTAMUHHBIE KOMIUIEKCHI, YYMTBIBas BO3MOXHBIA PHUCK CHIDKEHUS
YPOBHSI XKMPOPACTBOPUMBIX BUTAMUHOB B ChIBOPOTKE.

[TpumeHeHMe penapaToB MeT(OPMUHA B ITeINATPUICCKOI ITPAKTUKE pa3-
peuieHo y aeteil crapiie 10 jeT ¢ yCTaHOBJAEHHBIM JMAarHO30M CaxapHOTO
nuabera tuma 2.

Hcnonp3oBaHue IpernapaToB OKTPEOTHAA, JIENTHHA, TOPMOHA POCTa Orpa-
HUYCHO paMKaMU KJIMHWYECKMX M Hay4YHBIX MCCIIEJOBAHUI U HE MOXKET
OBITh PEKOMEHIOBAHO IS IPUMEHEHMST B OOIIeil ITpaKTUKeE.

[IpumeHeHMEe cHOyTpaMHHA 3aIIPEIIeHO BO BCEM MUPE B CBS3U C BBISIBJICH-
HBIMU ONACHBIMU JUISI KU3HU MMOOOYHBIMU 3P hEeKTaMu.

HccnenoBaHus MOCIeIHUX JIET TTOKA3bIBAIOT, YTO MEPOIIPUSITUS 110 OOPb-
0c ¢ OXXMpeHUEM y IeTeil U IIOAPOCTKOB, HallpaBJIeHHbIE HA N3MEHEHME 00-
pasa KM3HU, BKIIOYAIOIIMe MOTUBAIMOHHOE 00yYeHNE MAllMEHTOB U NX PO-
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IWTeNIel, a Takke MeIMKAMEHTO3HYIO Teparuio, 001aaaloT KpaTKOCPOYHOM
3 HEKTUBHOCTBIO. B CBSA3M ¢ 3TUM JleueHre OXKUPEHUS Y JeTeil U MOIPOCT-
KOB JIOJDKHO OBITh IJIUTEIbHBIM.

BbapumaTpuuyeckana Xxupyprusa

Bapuarpuyeckasa xupyprus Kak crioco0 JedeHnsI MOPOMITHBIX OCIOKHEHHBIX

(dopM OXMpeHUs Y ITOAPOCTKOB IPUMEHSIETCS B HEKOTOPBIX CTpaHaX MHU-

pa (BIIT). OcHoBHBIE yca0oBUS IJis TIPOBEACHUS OapUaTpUUECKUX BMella-

TEJIbCTB CJICAYIINE.

1. JIOCTUTHYTBIM KOHEUYHBIA POCT pedeHKa, cTaaus MOJOBOro pa3Butus 4
niu 5 o TanHepy.

2. Hammume MopOMIHOIO OCIOXHEHHOIO OXUpPEHUs (caxapHbIii 1uabeT TH-
ma 2, oOCTpYKTMBHOE aITHO3 BO CHE, apTepuajbHasi TUIICPTECH3US BBICO-
KOro pucka u ap.).

3. Huskas aheKTUBHOCTD MPEABIIYIIEro KOHCEPBATUBHOTO JICUCHUS JJTH-
TEJIBHOCTBIO HE MeHee 6 Mec.

4. AnexBaTHBIM TICUXUYECKMIA (OTCYTCTBME TICUXMUYECKUX 3a00JieBaHUM,
BKJIIOYAsl HApYIICHMS ITUIIEBOTO IOBEACHMsI, a TaAKKEe OTCYTCTBUE CHH-
IPOMAJIBHBIX (hOPM OXMPEHUSI, COIPOBOXKIAIOIIMXCS CHVKEHHBIM MH-
TE/UIEKTOM) W COLMaJbHBIM CTaTyCc NallMeHTa (Hajduyue pOoauTesei,
CEMbU).

5. Bricokast cTerieHb MOTUBALIMU TTalleHTa W €T0 POAUTENICH — YETKOE I10-
HUMaHKE HEOOXOAUMOCTH ITOXMU3HEHHOIO COOMIOACHMST TUEThl U 3aMeC-
TUTEJIPHON Tepalmyu BUTAMUHAMM ITOCJIE OIIepPalIvU.

6. J1ns1 neByIieK — oTKa3 OT 6epeMEeHHOCTH Ha CpOK He MeHee | roja rmocie
0apraTpUUeCKOro BMeIaTeIbCTBRA.

7. Hammume mocTymHOTO U1 MAallMEHTa CIIeIWaJIM3WPOBAHHOTO IICHTpa C
BO3MOXKHOCTBIO JJIMTE/IbHOTO HabmoaeHus [18, 19].

CornacHO pes3yJbTaTaM MEXAYHAPOIHBIX KIMHMYECKUX MCCIeIOBaHUIA,
OapuaTpuyecKast XUpyprusl y AeTeil U IOAPOCTKOB B CPaBHEHMHU CO B3POC-
JBIMU Yallle JaeT TMocJeorepallMOHHbIE OCIOXHEHMS, XapaKTepU3yeTcs
HU3KOI MPUBEPKEHHOCTHIO K JICUCHMIO B IOCJICOINEpPAallMOHHOM IIEpUOJE,
BBICOKOM J10JIeli peluanBoB Habopa Beca.

B Poccuiickoit ®enepanuu mpoBeaeHe 0apuaTpUIECKUX oNepalyii 1ist
JIeYECHUsI OXKMPEHMS y U1l Miafdiie 18 jier He pa3pelieHo.

Kputepum achcpekTusHocTM! Tepanum

Kputepusimu a3(pHeKTUBHOCTU Teparnuu OXUPEHUS y AeTeil U MOJPOCTKOB

SIBIISIIOTCSI:

e B KPaTKOCPOUYHOI TepcrieKTuBe — yaepxxaHue 3HaueHust SDS UMT B te-
yeHne 6—12 Mec HaOIIONEHUS,;
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[narHocTrnka v neveHne oxXMpeHusa y aeten n nogpoCcTKOB

B JOJTOCPOYHON MEPCHeKTUBE — yMeHbllleHue BeanuuHbl SDS MMT,
JIOCTIDKEHUE «M30BITOYHOM MacChl Tea» U «HOPMaJIbHON MacChl Tejla».

BepeHue naumMeHToOB

B ycioBusx cTanmMoHapa: IepBUYHOE M1 MOHUTOPUHTOBOE KOMILIEKCHOE 00-
cjenoBaHue (CKPMHMHI MeTabOJMUeCKUX, CEPAeUYHO-COCYIUCTHIX U IPYTUX

ocJIoxkHeHMi), ooyuenne B llIkome oxupeHwns, iedeHne (IMeTOTEepanus U
JIDK).

B aMOyJaTOPHO-NOJMKIMHMYECKUX YCJIOBUAX: B IEPBBI IOl HAOIIOAESHUS

obcnemoBanue 1 pas B 3 Mec, naiee 1 pa3 B 6 mec:

AW =

KOHTpOJb pocTa, Beca, uaMepeHue SDS UMT, okpyxHoctu Tanuu, AJl,
MpoBeeHre OMOMMIIETaHCOMETPUM, OMOXMMUYECKMI aHaau3 KpOBH,
aHanu3 [IHeBHMKA MUTaHUS W (QU3NISCKON aKTUBHOCTH, 3aHSTUS C TICH-
XOJIOTOM, AMETOJ0TOM, BpauoMm JIDK;

OI'TT — 1 pa3 B roa npu UCXOAHONH HOPMOIJIMKEMUM, 2 pa3a B Toji Mpu
HapylLIeHUsIX YIJIEBOIHOIO OOMEHa;

HCClIeIOBaHNE JIMITUAOTPpaMMbl KpOBM — 2—3 pasa B Iom;

OKI, DxoKI', cyrounsiii MmouutopuHr A/l — 1—2 pa3za B ron;

Y3 OpromrHoii mojjoctT —1—2 pasa B TOI;

VY3M mainoro taza — 1—2 pasza B roji 1o MOKa3aHUsIM;

peHTreHorpacdusl KUCTeil pyK — I10 IOKa3aHUSIM.

IIpodunakTuka OKUpeHUs

. Boisinenue gereit ¢ UMT 06osee 1,0 SDS B Bo3pacte 2—9 JierT.

. OOGyueHue pomuTesieil BMECTe C IeThbMMU.

. 'pynHoe BckapmiMBaHWEe MUHUMYM 10 6 Mec U 00yyeHre OepeMEHHBIX.
. 3aHATHS 110 MUTAHUIO U (PU3NUECKOI aKTUBHOCTU B IIIKOJIE.
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CnMCoK coKpaLLeHu

BI' — BPOXIEHHBIN TUIIOTUPEO3

I'TI — TUIONUTYUTAPU3M

Jr — JIOTEeMHU3UPYIOLIUI TOPMOH

MPT  — marHuTHO-pe30oHaHCHasi ToMorpadus
IIITP — npexiaeBpeMeHHOE I0J0BOE pa3BUTHUE
T — TUPEOTI00YJINH

TPT — TUPEOTPOITUH-PUIU3UHT TOPMOH
TTT — TUPEOTPOITHbIIA TOPMOH

Y3Uu — YJbTPa3BYKOBOE HCCIeI0BaHUE

DOCI' — HO/UMKYTOCTUMYITUPYIOLINI TOPMOH
YCC  — yacToTa cepAeyHBIX COKpaIleHUI
2K — ILIMTOBUAHAS XKeJie3a

QKT — BJIeKTpoKapauorpadust

OxoKI' — axokapauorpadust

ciClN — sJIeKTposHLehanorpapus

SD — CTaHAApPTHOE OTKJIOHEHME

SDS — K03 PULUEHT CTaHAAPTHOIO OTKJIOHEHUS
T, — TPUUOATUPOHUH

T, — THUPOKCUH
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[narHocTnka 1 neveHne BpOXOEHHOro rmnoTMpeosa y aetemn

MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax MTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTopl, HCHOJb30BAHHBIE IJIS OIIEHKH KA4eCTBAa U CHJIbI I0KA3aTe/lbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIICHKAa 3HAYMMOCTM B COOTBETCTBUU C PEUTMHIOBOM cxemoii (Tadu. 1

u 2).

Ta6nuua 1. PeiiTHroBas cxema [ns OLEHKM CUMbl peKoMeHaaLum

YpoBHHu 10Ka-
3aTeNIbCTB

Onucanue

1++

1+

2++

2+

2—

MeTaaHaau3bl BHICOKOTO KayecTBa, CUCTeMaTHUeCKKUe 0030pbl paHIOMU3UPO-
BaHHBIX KOHTpoJupyeMmbIx ucciaenoBanuii (PKW) unu PKU ¢ oyeHb HU3KUM
PHCKOM CUCTEMaTHYECKUX OIIMOOK

KavecTBeHHO TIpOBeIcHHbBIE MeTaaHAJIU3bI, cucTeMaTndeckue o63o0psl PKN
mwm PKM ¢ HU3KUM pUCKOM CHUCTEMAaTUYEeCKUX OLIMOOK

Metaananussl, cuctematudeckue 063opbl PKM mmu PKU ¢ Beicokum puc-
KOM CHCTeMAaTUYeCKUX OIIMOOK

BbicokokauecTBeHHbIE CUCTEMAaTUYeCKue 0030pbl UCCIIENOBAHUMN «Cydail—
KOHTPOJIb» WUJIM KOTOPTHBIX MCCeqoBaHMi. BbhicOoKoKauecTBeHHbIE 0030PbI
MCCIIEIOBAHMI «CITy4aii—KOHTPOJIb» JTMOO KOTOPTHBIX UCCIEIOBAHUM C
OYeHb HU3KUM PUCKOM 3(P(HEKTOB CMEIIMBAHUS WM CUCTEMATUYECKUX OIIM-
OOK M CO CpefHeil BEpOSITHOCTbIO HAJIMYMST TPUUMHHO-CISCTBEHHOW CBSI3U

Xopol1llo MpoBeIeHHbIe UCCIET0BAHUS «CIydall—KOHTPOJIb» JIMOO KOTOPTHbIE
WCCIICIOBAHUST CO CPEIHUM PUCKOM 3((PEKTOB CMEITMBAHUS MU CUCTEMAaTH-
YECKMX OIIMOOK M CO CpeAHEeil BEPOSITHOCTBIO HATWYUS TTPUUYUMHHO-CIICACT-
BEHHOM CBS3U

HccnenoBaHusi «ciydyail—KOHTPOJIb» JIMOO KOTOPTHBIE MCCIEAOBAHUSI C BbI-
COKUM PUCKOM 3(hHEKTOB CMELIMBAHUS WIM CUCTEMAaTUYECKUX OIIMOOK U CO
CpelHeil BepOsSITHOCTBIO HAJIMYMSI TIPUIMHHO-CJICJICTBEHHON CBSI3U

Heananutuueckue ucciaenoBaHusi (HanmpuMep: onucaHue ciyvyaeB, cepuii
CJTy4aeB)

MHuenue OKCIIEPTOB

Mertopl, HCTIOJIB30BAHHBIE JIJISI AHAJIM3A J0KA3aTEIbCTB:
e 0030pbI MYyOJMKYEMbIX MEeTaaHaJIN30B;
e CHUCTeMaTUYEeCKKMe 0030pbl C TaOJMLIAMM JOKA3aTeIbCTB.
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Onucanne MeTOA0B, HCIOJIb30BAHHBIX IS AHAJIM3A J0KA3aTebCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTnHroBas cxema Ans OLEHKI Ka4eCTBa PEKOMeHJaLniA

Cuna Onucanue

A [To mMeHbIIE Mepe ONMH MeTaaHaIu3, cUcTeMaTudecKuii 063op unu PKU, oneHeH-
Hble KaK l++, HAMPSIMYIO MPUMEHUMbIE K LIEJIEBOM MOMYJISIIMU U AEMOHCTPUPYIOILKE
YCTOMYUBOCTh PE3YJIbTaTOB

Jlubo TpyIma 10Ka3aTeJbCTB, BKIIOUAIONIAsh pe3yIbTaThl UCCISI0BAHMI, OLEHEHHbIC
Kak 1+, HAMpsIMyI0 MPUMEHUMBIE K LIeJIEBOI MOMYISIUMK U JeMOHCTPpUPYIOLIKe 00-
LIYI0 YCTOMYMBOCTD PE3y/IbTaTOB

B I'pyrmiia mokasarenbCcTB, BKITIOYAIOIIAs Pe3y/IbTaThl UCCIEIOBAHUN, OIIEHEHHBIE KaK
2++, HAMIPSIMYIO TTPUMEHUMBIE K 1LIeJIEBOM MOMYJISIIUN U JeMOHCTPUPYIOIIKUE OOIIIYIO
YCTOMUYMBOCTD Pe3y/IbTaTOB

Jlubo noxazaTeabCTBa, SKCTPATIOJIMPOBAHHEIC U3 MCCICIOBAHMI, OLICHEHHBIX KaK 1++
w1+

C I'pymmna moKa3aTeIbCTB, BKIIOUYAKONIAS PEe3YIbTaThl UCCAEIOBAHMIA, OIIEHEHHBIE KaK
2+, HampsIMylO MPUMEHHMMBIE K 1I€JIeBOM MOMYJISIIIMK U IEMOHCTPUPYIOIIME OOIIYIO
YCTOMUYMBOCTD PE3yJIbTaTOB

Jlubo noxazaTeabCTBa, SKCTPAMOJIMPOBAHHBIE U3 UCCAENOBAaHUI, OLICHEHHBIX KaK 2++

D Jloka3atenbcTBa YpOBHS 3 uiau 4

Jlubo J0Ka3aTeJIbCTBa, 3KCTPAIIOJIUPOBAHHLIC U3 I/ICCJICI[OBﬁHI/Iﬁ, OLICHEHHBIX KaK 2+

Nunuxatopsl Hamaexameii npaktuku (Good Practice Points — GPPs)

PexoMmennyemasi Haajexaliasi MpakTHKa 0asupyeTcsl Ha KIMHUYECKOM
OITBITE YJIEHOB paboyeii TPyMIlbl MO pa3paboTKe peKOMEHIAIIUA.

DKOHOMUYECKHIA aHAIN3

AHaM3 CTOMMOCTU HE TPOBOIMJICS, U MyOJMKAIIMU 110 (PapMaKO3KOHO-
MMKE HE aHaJIU3UPOBAINCH.

MeToa BaIMAM3ANMHA PEKOMEHIALMIA:
e BHEILIHSIS DKCIIEPTHAs OLIEHKA;
e BHYTPCHHSISI OKCIIEpTHAs OIICHKA.

Onucanue MeTona BAJMIN3ANMHM PEKOMEHAAIMIA

Hactosmue pekoMeHaaluyu B MpeaBapUTEIbHON BEPCUM ObUIM pelLieH3U-
pOBaHbI HE3aBUCUMBIMU 3KCITEPTaMU, KOTOPBIX TTOMPOCUIN TPOKOMMEHTH -
pOBaTh IMPEXKIE BCETO TO, HACKOIbKO MHTEPIIPETALMS TOKA3aTEIbCTB, JIeXkKa-
IIKUX B OCHOBE peKOMEHIAIIMI, JOCTYITHA JJIs TOHUMAaHUS.
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[narHocTnka 1 neveHne BpOXOEHHOro rmnoTMpeosa y aetemn

[TomydeHBI KOMMEHTAPUM CO CTOPOHBI Bpauell ITIepBUYHOrO 3BeHA U yda-
CTKOBBIX MEIUaTPOB B OTHOIIEHUU TOXOAYMBOCTU M3JIOXKEHUSI PEKOMEH/Ia-
L1 U OIIEHKM BaXXHOCTH PEKOMEHIAIIMI KaK pabouyero MHCTPyMEHTa I0-
BCETHEBHOM MPAKTUKMU.

KoncyabTanum U 3KCnepTHas OleHKa

[NocnenHue M3MeHEHMST B HACTOSIIIMX PEKOMEHIAIINUSIX ObUIM B IIpeaBapy-
TeJIbHOU BepCUM TPeACTaBACHbI 1Sl AUCKYCCUU Ha MOCKOBCKOI rOpOACKOM
KOH(epeHILIMN AeTCKUX 3HAOKpuHoJoroB 20—22 nexkadps 2013 r. (Mock-
Ba). [lpenBaputenbHast Bepcusl BHICTABICHA MIJIsI IIIMPOKOTO OOCYKIEeHUS Ha
caiite ®I'bBY DHIL, mrg Toro 4ToOHl NI, HEe YYaCTBYIOIINE B KOHTpecce U
KOH(EpeHILUSIX, UMETU BO3MOXHOCTb IPUHSITh y4acThe B OOCYXIEHUM U
COBEPIIIEHCTBOBAHUN PEKOMEHIALIMIA.

[TpoexT pekoMeHIamumii OyIeT pelieH3UpOBaH TakKe He3aBUCUMBIMU 3KC-
rnepTamMu, KOTOpble MPOKOMMEHTUPYIOT JOXOAUYMBOCTb M TOYHOCTb MHTEP-
nperauuu AoKa3aTeJbHOI 0a3bl, Jiexallleii B OCHOBE pPeKOMEHIaLuA.

Pa6ouas rpynma

[ oKoHYaTeIbHOU peaaKliMy U KOHTPOJIsI KauyecTBa peKOMEHIaIuU Oy-
IyT IIOBTOPHO IPOaHAIM3MPOBAHbBI WIeHAMU pabodeil IPyIIIbI C LEIbIO YI0-
CTOBEPUTHCS, YTO BCE 3aMeUYaHUs M KOMMEHTApHU SKCIIEPTOB IIPUHSITHI BO
BHUMaHUE, PUCK CUCTEMAaTHMYECKUX OIIMOOK IpU pa3paboTKe peKoMeHIa-
LU CBeAeH K MUHUMYMY.

Cuna pekomeHaauuii (A—D) npuBoAUTCS MPU U3TOKEHUU TEKCTa peKo-
MEHIAINA.

Onpepenexne, aTMonorug,
Krnaccuukaums

Bpoxnenunsiii runnotupeos (BI') [kon mo MKb-10 E03.0; E03.1] — ogHo u3
HanboJiee YacTO BCTpEUaIOIIMXCs BPOXKISHHBIX 3a0oneBanuii LXK y nereii, B
OCHOBE KOTOPOTO JIEKUT ITOJTHASI WM YaCTHMYHAsI HeAOCTaTOYHOCTb THUPEOUI-
HBIX TOPMOHOB, IIPUBOISIIAS K 3aepKKe Pa3BUTHSI BCEX OPTaHOB M CUCTEM.

YacroTa BpoxxaeHHOTO runoTupeo3a Koueodnercs ot 1:3000—1:4000 HoBo-
poxneHHbsix B EBponie u CesepHoit Amepuke 10 1:6000—1:7000 HOBOpOX-
JIeHHBIX B SITTOHMK. Y NI HErpOUIHOM packl 3a00j1eBaHNE BCTPEUAETCs 10-
crtatouHo peako (mpumepHo 1:30 000), a y 1aTuHOaMepUKAaHIIEB, HAIIPOTHUB,
yacto (1:2000). ¥V neBouek 3abojieBaHME BCTpeyaeTcsd B 2—2,5 pasa yalle,
yeM y MajabuukoB (B).

BpoxkneHHBI TUIIOTUPEO3 IPEACTaBIsIeT COO0M MTOCTaTOYHO I'eTepOreH-
HYIO MO ATUOJIOTMU TpyImny 3abojieBaHUl, 0O0YCIOBJIEHHBIX JUOO MOpdo-
(byHKIIMOHATBHOI HE3PEJIOCThIO TUIOTAIaMO-TUNO(U3APHON CUCTEMBI WJIN
2K, 1160 ux moBpexXaeHUeM BO BHYTPUYTPOOHOM MepuUoe.
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Hixe nmpuBoguTcss HamboJiee pacpocTpaHEeHHAsT Ha CETONHSIITHUNA IeHb
coKpallleHHas Kiaccudukauus npuunH BI' ¢ ykazaHueM 4acTOThl BCTpeva-
€MOCTHU pa3IMIHBIX popM (Tad. 3); 6onee pa3BepHyTasa Kiaccupukanms BI'
MpeacTaBieHa B IpuiaoXeHn No 1.

Ta6nuua 3. 3Tronorus 1 pacnpocTpaHeHHOCTb OCHOBHbIX (DOPM BPOXXAEHHOM0 FMNOTUPe03a

IIpuunnbt Yacrora (%; HA YMCJIO HOBOPOKIEHHBIX)

[MepBUYHBII TUITOTUPEO3
1. IucreHe3ust IUTOBUAHOM Keae3bl 85—90; 1:4000
AreHe3us (aTupeos)
lunorenesus (rurnoruiasusi)
JucTtonust
2. JlucropMoHOTeHe3 5—10; 1:30 000—1:50 000
Hedext peuentopa TTT
JledexT TpaHcHopTa iona
JedexT nepokcuaazHoi cUCTEMbL
JleeKT CUHTEe3a TUPEOIIO0yIMHA
LleHTpanabHBIM TUIIOTUPEO3 3—4; 1:75 000—1:100 000
(BTOPUYHBIM, TPETUYHBI)
CoueTaHHBIN Ie(UIUAT TUITO(PU3aPHBIX TOPMOHOB
W3onuposannslii nedpurur TTT

IMepudepuueckasi pe3uCTEHTHOCTb K TUpeounHbIM  HeusBecTHa
TOpPMOHaM

TpaH3UTOPHBII TUTIOTHPEO3 HewussectHa

[lo cTemeHN TSKECTU MEPBUYHBIN THMITIOTUPEO3 ITOAPA3ACIISIOT Ha:

e JIATEHTHBIN (CYOKIMHUUYECKUI) — MOBBIIIEHHBIN ypoBeHb TTT mpu Hop-
MaJIbHOM YpOBHE CcBOOOAHOrO Ty;

e MaHUbecTHbIN — runepcekpeuus TTIT nmpu CHUKEHHOM ypOBHE CBOOO/I-
Horo T,, ¢ HAUIMYMEM KJIMHUYECKUX MPOSIBICHUIA;

e KOMIECHCHUPOBAHHBIN;

e JIEKOMIIEHCUPOBAaHHBIIA;

e TSDKEJIOro TeyeHUs (OCJIOXHEHHBIN), MPU KOTOPOM HMMEIOTCS TSKEJIble
OCJIOXKHEHUS: KPETUHU3M, CepaedHas HeAOCTaTOUHOCTh, BBIIIOT B CEPO3-
HbIE TIOJIOCTH, BTOPUYHAS aJeHoMa rumnodusa.

OCOXHEHHBI TUIOTUPEO3 (KakK IpaBUJIO, BOBPEMsI HE pacIlO3HaHHLIE,
3allylIeHHbIe CIy4aud 3a0ojieBaHMsI) 0e3 CBOEBPEeMEHHO Ha3HAYeHHON U
MPaBWJIbHO TOMZOOPAHHOM 3aMECTUTEIBLHON MEIMKAMEHTO3HOM TepaItuu
MOXET MPUBECTU K PA3BUTUIO TUIOTUPEOUIHOM, WIM MUKCEIEMaTO3HOM,
KOMBI.
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[narHocTnka 1 neveHne BpOXOEHHOro rmnoTMpeosa y aetemn

B nonasnsroiem 6onbimHCTBe ciiydaeB (85—90%) nMeeT MecTo mepBuy-
HBIiA BpOXIEHHBIN runotupeol3. Cpenu ciiydaeB MEPBUYHOIO TMITIOTUPEO3a
MpUOIU3UTEIBHO 85% SIBISIOTCS CIOpagvudecKuMu, 15% — HacaencTBeH-
HbiMU (C). BOJBIIMHCTBO CIMOPAAUYECKUX CIydyaeB OOYCIOBIEHO AUCTEHE-
3ueil (amopuonarmeit) LK, nmpuueM ciayyand JUCTONUM (SKTOMNWHM) KEJIE3bI
BCTPEUAIOTCS TOpa3ao Jallle, YeM ITOJIHOE €€ OTCYTCTBUE (areHe3usl) Win TH-
rnoruiasus.

Bunpl amOpuonatuii IMTOBUIHOMN XKeIe3bl:

e CpeAMHHBIC KMCTHI M CBUILIM IIeH, 0OYCIOBICHHBIE COXpaHEHUEM WJIM He-
MOJIHOW o0JUTepaleil IUTOBUAHO-SI3bIYHOTO MPOTOKA;

e JMCTOIMSI IIMTOBUIHON 3KeJjie3bl, OOYCIOBJI€HHAsI HapylLIEHUEM MUIpa-
LI CPEIMHHOIO 3a4aTKa IMUTOBUIHON Xejie3bl (Jallle BCTPEeUaroTCs IUC-
TOMMUS B KOPEHb SI3bIKAa U CpeIMHHAsI IUCTOIUS; CM. pUc. 1, Tae mpeacras-
JIEeHbI MecTa HauboJjiee TUNMUYHOro pacriojoxeHnus: 2K mpu ee aucro-
MIn);

e 100aBOYHAs (IKTOMMPOBAHHAS) TUPEOUIHASI TKaHb;

e OTCYTCTBUE (areHe3usl, aruia3us) IUTOBUIHOM KeJIe3bl.

Ha puc. 2 mpuBeneH aaropuT™ IMarHOCTUKY 1 jiedeHns amopronaTuii LK.

MNoabasbiyHasn

CpenvHHas

TupeornoccanbHbii
NpoTOK

MupamunpansHas
nons

.

HopmanbHas
nokanuaaums

-
Stemnm=

D

3arpyauHHas

PucyHok 1. Mecta Han6onee TUNUYHON NOKANU3ALUMN LIMTOBUAHOM XXenesbl Npu ee AMcTonumn
(Bns cpaBHeHUs yKazaHO MeCTO HOPMasbHOW noKanusauuu).
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CumnTombl, NpegnonaratoLme amépuonatuto LLPK

LLPK

HopmanbHoe pacrnonoxeHuve

~

LK Ha 06bI4HOM MecTe

He onpepenseTcs

/

CkaHuposaHue LK

/

i

o~

~.

Pagnodapmnpenapat
B 06pa3oBaHmu
He HakannueaeTcs

Hakonnexune
paguodapmnpenapara
B LXK v B 06pazosaHum

HakonneHve
paguochapmnpenaparta
TONbKO B 06pa3oBaHnm

Pagnodhapmnpenapar
B LK
He onpepenseTca

onepaTtuBHOE neyeHne

CpegauvHHas [No6aBoyHas LK Ovcronus LK Annaaus LK
KucTa weu (penko)
B3amecTuTenbHas Tepanus SaMecTUTeNbHas
OnepaTnBHoOe Mpn Heo6xoaMMOCTH JIEBOTUPOKCUHOM; Tepanus
neyexve onepaTtvBHOE NeYeHne npw BbICTPOM pocTe — P
JIEBOTMPOKCHMHOM

PucyHoK 2. AnropuTm AuarHOCTMKN 1 neveHus ambpuonatnii LK.

Iopaszno pexe (5—10% citryyaeB) BCTpevaroTCs BTOPHYHBIA MJIM TPETHYHBbII
BPOXICHHBIM THIIOTUPEO3, MPOSBISTIONINECS U30JIMPOBAHHBIM AS(PUIIUTOM
TTT unu rUDONMUTYUTApU3MOM.

Oco06oit (hopMOIi BPOXKISHHOTO TUTIOTUPE03a SABISIETCS TPAH3UTOPHDINA M-
NMOTHPEO3 HOBOPOXKAEHHbIX. DTa (popMa 3aboJieBaHMS Yallle Bcero HabJroaa-
€TCs B PETMOHAX, S9HAEMHWYHBIX IO HEJIOCTATKY liofa. TpaH3UTOPHbII TUII0-
TUPEO3 MOXKET BOSHUKHYTh U B Pe3yJIbTaTe HE3PEIOCTH CUCTEMBI OpTaHU (U -
KallM #oma, OCOOEHHO Y HEAOHOIICHHBIX, HE3PENbIX HOBOPOXICHHBIX.
K pa3BuTHIO TPAaH3UTOPHOIO TUITOTHPEO3a Y HOBOPOXKIEHHOTO MOXET MpH-
BOJUTH IIPUEM MaTepPhiO BO BpeMsl O6peMEHHOCTH TUPEOCTATUIECKUX U APY-
rUx IIpernapaToB, HapylIalOIINX CMHTE3 TUPCOUIHBIX TOPMOHOB IIUTOBUII-
HOI1 Xene3oit iona. OnucaHa TpaHCIUIalleHTapHas Iepeaaya MaTepUHCKUX
Ookupylomux aHtuten K peuentopy TTT.

B mocienHue rogbl B CBSI3U C Pa3BUTHEM METOIOB MOJIEKYJIIPHO-TEHETH -
YECKOro aHaju3a B3IJIsAIbl HAa 3THUOJOTMIO BPOXIEHHOrO TMIIOTMpPEO3a BO
MHOI'OM M3MEHWINCh. Ha ceromHsIHWl AeHh UASHTU(MUIIUPOBAH DS Ie-
HOB, MYyTalli¥ KOTOPBIX IPUBOMIT K HAPYIICHUSIM 3aKJIagKWA, MUTPAIIH,
nuddepenurposku II2K; nedpekraMm cruHTe3a TUPEOUIHBIX TOPMOHOB, Ha-
PYILICHUSIM TUIIOTaIaMOo-Tunodu3apHoii ocu (cM. Tadi. 4). OTCyTCTBHE CIIe-
HupUIECKUX CUMIITOMOB, XapaKTepHBIX IJIsI ONPeIeIeHHOIO TeHETUIECKO-
ro necekrTa, He TO3BOJISIeT IPOBOAUTH U30JMPOBAHHYIO TMArHOCTUKY OHO-
ro IeHa IJIs1 UAeHTU(UKALMNA MyTalluu.
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[narHocTnka 1 neveHne BpOXOEHHOro rmnoTMpeosa y aetemn

Tabnuua 4. [lechekTbl reHoB, NPUBOASLLNE K BPOXKAEHHOMY FUMNOTUPEO3y

Yactora Hacne- Ten 300 Ty TIT TIr  3ax-
BCTpeyae- JIOBaHHE BaT
MOCTH Wona
Iucrenesust LK 1:4000 AP TTFI, TTF2, — | 0 J J
PAX-8
Cewmeitnbliit neduuur  Peaxo AP TSHB - 3 \ \2
TTT
Tunmonuryutapusm ? AP? PROP-1, - LN J
Pit-1
Pe3MCTEHTHOCTD Penko AP TSH-R - ) J N
K TTD
Hedexrt Tpancnopra  Penko AP NIS? + N T 0 J
nona
Nledbexr opranndu-  1:40 000 AP TPO + 4 T 1 0
Kaluu ona
Cunapowm Ienmpena  1:50 000 AP PDS + NN T 0 T
Tedexr cuntesa TT  1:40 000 AP e + 4 T (R
JedekT neiiomuHassl  Pemko AP Mogruposun-  + 4 0 0 0
neiionrHaza
PesucTeHTHOCTD 1:100 000 AP TR-B, + T N T
kK Tl ATl TR-a. (?)

AP — ayTocoMHO-peliecCUBHBIN TUIT HaciaenoBaHus; AJl — ayTOoCOMHO-IOMMHAHTHBIN TUIT
HacienoBaHust; N — HopMa; T — BbIlle HOPMBI; ¥ — HIKe HOPMEL.

Hauboinee mmnpoko usydeHnl BapuaHThl aucreHesuu 2K, ogHako moka-
3aHO, YTO HapylLIeHME 3aKJaJKU ITOTO XKU3HEHHO BaXXHOIO OpraHa acCoLM-
MPOBAHO C MYTaLIMsSIMKM T€HOB TOJLKO B 2% citydaeB, a B 98% ciydyaeB IpH-
YMHAa ocTaeTcs HemsBecTHOH (D).

[laToreHes3 BpOXXOEeHHOro
NepPBUYHOIO rMNOTUPED3a

HenocratouyHOCTh TUPEOUAHBIX TOPMOHOB (TMITOTUPOKCUHEMUSI) TIPUBOAUT
K pa3BUTUIO METa0OIMUYECKMX HapYLUICHU, CHIDKEHUIO CKOPOCTH OKWCIIH-
TEJbHBIX IIPOLIECCOB M AKTUBHOCTM (DEPMEHTHBIX CHCTEM, ITOBBIIICHUIO
TpaHCMeMOpaHHON KJIETOYHOU IMPOHUIIAEMOCTH, HAKOIJIEHUIO B TKAHSIX HE-
JTOOKMCJIEHHBIX MPOAYyKTOB ooMeHa (B).
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Heduur TUpeouAHBIX TOPMOHOB TIpydO HapylIaeT MPOLECChl POcCTa,
InddepeHIIMPOBKY BcexX TKaHel u cucteM opraHusma (B).

bonbie gpyrux ot HemocTaTKa TUPEOUIHBIX TOPMOHOB Y peOeHKa CTpama-
eT LeHTpajbHas HepBHas cucTteMa. Hu3kuii ypoBeHb TUPEOUIHBIX TOPMO-
HOB, OCOOEHHO B I€PBbIE MECSIIbI XKU3HU, MPUBOAUT K 3aePKKe MPOLIECCOB
MUEIMHU3aMKA HEPBHBIX BOJOKOH, CHIZKAeT HAKOILICHNE JIUITUAOB U TJIH-
KOMPOTEUIOB B HEPBHOM TKAHM, YTO B KOHEUHOM MTOI€ BbI3bIBAET MOP(dO-
(byHKIIMOHAbHBIE HapYIIeHNUsT B MeMOpaHaxX HEMPOHOB B ITPOBOISIIUX ITy-
TSIX MO3Ta.

HeobOpatuMocTh TOBpEeXAEHMS LIEHTPaAJbHOM HEPBHOW CUCTEMbl MpPU
BPOXJIEHHOM TUITOTHpeo3e 0e3 JieueHUs CBs3aHa, BEPOSITHO, ¢ OCOOEHHO-
CTSIMU Pa3BUTHUSI TOJOBHOIO MO3Ta HOBOpoXAeHHoro. Haubonee ObICTpo
MO3T pacTeT B IepBhbie 6 MecsleB Ku3HU. IMeHHO B mieproa OBICTPOro poc-
Ta U aKTUBHOI'O HeporeHe3a MO3T OKa3bIBA€TCsI OCOOEHHO YYBCTBUTEJIEH K
HeOJIaroNpUsITHBIM BO3IEMCTBUSIM, B TOM YMCJIE M K HEAOCTATKY TUPOKCHUHA.
IToaTomMy THpeouaHAsT HEIOCTATOYHOCTb B KPUTUUYECKUU Tepuos Haubosee
OBICTPOro pocTa MO3Tra 3a7epXKUBaeT ero co3peBaHue, MPUBOIS K HEoOpaTh-
MOWM TICUXUYECKOM OTCTAIOCTH.

KnuHu4eckne nposiBneHus
rmnoTnpeosa

Knnnuyeckue IIPOABJICHUA THUIIOTHUPEO3a CKJIAAbIBAIOTCA M3 CICAYIOLINX
OCHOBHBbBIX CMHIPOMOB.

O6MEeHHO-rMnoTepMmM4YeCKmMm CUHAPOM

I OONBbHBIX TUIIOTMPEO30M TUIIMYHO ITOCTOSIHHOE YYBCTBO 3510KOCTH,
CHIDKEHHE TeMIIepaTyphl Tejla, TUIIePIUIIONPOTenAeMHUSI (IIOBBIIIACTCS YPO-
BEeHb XOJIECTEpMHA U TPUIVIMLIEPUIOB), YMEPEHHOE YBEJIMYEHNE MacChl Tejia
(BcaeACTBME YMEHBILICHUS JTUIIOIM3a U 3aIePKKU BOJIbI).

Tpodmueckue HapyLLeHUS KOXXM U ee NpUAaTKOB

PasButne 3TOTO CHMHApPOMA CBSI3aHO C HapylIeHHEM OOMEHa IIIMKO3aMMHO-
IJIMKAHOB B YCJIOBUSX A€(DULIMTA TUPECOMIHBIX TOPMOHOB, CJIEICTBHMEM YEro
SIBJISIETCS] MOBBILIEHNE TUAPOPUIBHOCTUA TKAaHEM. XapaKTepHbl MUKCEIEMa-
TO3HBII TUIOTHBIM OTEK JMLIA U KOHEYHOCTEMR, OOJIbIINE TYObl U SI3BIK C OT-
rneyaTkamMy 3y0OB I10 JaTepajibHbIM KpasM, «CTapooOpa3HoOe JULI0» C Orpy-
oeBmMu yeptamu. Koka Toiictast, cyxast, XoJlogHast, OJieaHast ¢ 3KeJITOBa-
TBIM OTTEHKOM, He COOMpaeTcs B CKJIAIKM, Ha JIOKTSIX IIeIyINUTCs. Bomocsr
TYCKJIbIE, IOMKHE, BbINAAAIOT Ha TOJIOBE, OPOBSIX, KOHEYHOCTIX, MEIJIEHHO
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[narHocTnka 1 neveHne BpOXOEHHOro rmnoTMpeosa y aetemn

pacTyT. MoxeT HabJtoaaTbcsl ToTajdbHas anoreuusi. Horru ToHkue, ¢ mpo-
JIOJIbHOM WJIM TIOTIEPEYHOM MCUYEPUYEHHOCTHIO.

Mopa>keHne HEPBHOM CUCTEMbI U OPraHOB YYBCTB

Pa3BuTHe 3TOrO CMHAPOMA CBSI3aHO C YTHETCHUEM BBICIIIC HEPBHOI AESITE b
HOCTM U 0e3yCJIOBHBIX pedICKCOB B YCIOBUSIX HEIOCTATKA TUPEOMTHBIX
TOPMOHOB. XapaKTepHbI 3aTOPMOKEHHOCTh, COHJIMBOCTb, CHIDKEHHE ITaMSITH,
runomumus. K cumnroMaM nopaxeHus rnepudepryeckoil HEpBHOI CHCTEMbI
OTHOCSATCS MApecTe3nu, 3aMeIICHIE CYXOXWIbHBIX pedIeKCOB.

BreisiBisieTcst Takke AWMCGYHKIMS OPraHOB YYBCTB: HApYIIEHMS ClIyXa
(OTeK CIIyXOBBIX TPYO M CpeaHero yxa), oOOHsSIHUsS (1M3-3a HAOyXaHUS CIU3U-
cTOi1 060104k HOca). OTMeUaeTcsd 3aTpyIHEHUEe HOCOBOTO AbIxaHus. ['ojtoc
OOJIbHBIX CTAHOBUTCSI HU3KUM U I'pyObIM (M3-3a OTEKa M YTOJIIECHUS TOJI0-
COBBIX CBSI30K).

MopaxeHue cepnequ-cocynucToﬁ cucTembl

M3meHeHMs1 cepAaeuHO-COCYAUCTON CUCTEMbI IPU TMIIOTUPEO3€ CBSI3aHBI C
YMEHBIIEHUEM BIUSHUS Ha CEPIIe TUPEOUTHBIX TOPMOHOB U KaTeXOJaMU-
HOB, a TaKXXe C pa3BUTUEM AUCTPOPUUYECKUX UBMEHEHMUI B MUOKapjae. Xa-
paKkTepHbl OpaauKapavs, CHUXEHNE CepIeYHOro BhIOpoca, TIIyXOCTh TOHOB
cepaua. Jjist ruImoTrpeo3a TUIIMYHO ITOHIDKEHHOE apTepHhalbHOE daBJICHUE
CO CHWXEHHWEM MYJIbCOBOTO.

XapakTepHbIMU M3MeHeHussMU Ha DKI gaBnsioTcs cuHycoBasi Opagukap-
IUSI, a TaKXKe CHIDKEHME BOJIbTaxka 3yOLoB. Bo3MOXHBI M3MeHEHUSI KOHEY -
HOI YacTy >KeTyJAO0YKOBOro KOMILIeKca: Aernpeccust cerMmeHta ST, cHMXe-
HUe, IBYX(a3HOCTh WM MHBepcus 3youa T. ApUTMHUU TIpU TUIIOTUPEO3e
BCTPEUYAIOTCS OYeHb PEAKO, OOHAKO MOTYT MOSIBJISIThCS Ha (pOHE 3aMeCTH-
TeJbHOI Tepalny TUPEOUIHBIMU TOPMOHAMU.

OnHUM U3 XapaKTePHBIX CUMIITOMOB JUIMTEILHOTO AEKOMIIEHCUPOBAHHO-
To TUMIOTUPEO03a SIBIISICTCS HAJW4YMe XKUIKOCTA B IepuKapie (BBISIBIISICTCS Y
30—80% 06oabHBIX). OOBEeM TNEpPUKAPIUATIBHOTO BBINIOTA MOXET OBITh pa3-
JIMYHBIM: OT MUHMMAJIbHOTO, BBISIBISIEMOTO JIUIIb Ipu Y3U, 10 BhIpaKeH-
HOTO, MPUBOISIIIETO K KapAMOMeraJuu U cepAeYHO HEAOCTaTOYHOCTH.

CBOICTBEHHAasl TUIIOTUPEO3y TUMEPIUIUACMUS MOXET CIIOCOOCTBOBATh
YCKOPEHMIO aTeporeHe3a M pa3BUTHIO MIIEMMYECKON 0OJIE3HU cepila.

U3MeHeHUs CO CTOPOHbBI XEeNyAo4YHO-KMLUEe4YHOro
TpakKTa

XapaKTeprI 3aMopbl, JMCKNUHE3US 2KEJTYEBBIBOAAIINX HYT€I71, CHM2KCHUC all-
netuta. Yacro pPa3BMUBACTCA aYTOI/IMMYHHbIﬁ racTpurT.
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HapyuweHma KpoBeTBOpeHUA (aHEMUYeCKUNA CUMHAPOM)

OmHUM M3 XapaKTepHBIX MPOSIBICHUM TMIIOTUPEO3a CIeIyeT CUMTATh Hapy-
IIEHUsST KpoBeTBOpeHUs. B HacTosiliee BpeMs yCTaHOBJIEHO, YTO JAe(UIIAT
TUPEOUTHBIX TOPMOHOB MTPUBOAUT K KAYECTBEHHBIM M KOJTMYECTBEHHBIM Ha-
PYLIEHUSM 3PUTPOII033a, KOTOPhIE BhI3BAHBLI KaK COOCTBEHHO IeMULIMTOM
TUPEOUIHBIX TOPMOHOB, TaK U CHIZKEHUEM 00pa30BaHUs 3pUTPOIIOITHHOB.
Kpome Toro, nmpu runotupeose Hepeako HaoOmwogawoTcs Bi,-gedpuuntHas u
xeje3onerIUTHAS aHeMus.

[ToMrMO HapylIeHUIA 3pUTPOIT033a ISl TUIIOTUPEO03a XapaKTepHbI Hapy-
IeHusT PYHKIMU TPOMOOIIMTOB: MX alre3MBHO-arperalroHHast (hpyHKIIMS
CHIKAETCS, XOTSI KOJIMYECTBO OCTAeTCS B HOPMAJIbHBIX ITpeesiax.

HapyweHue pa60Tbl nouek

[Ipu runoTupeo3e 4acTo HAOMIOAACTCS CHIDKCHHE MMOYEYHOTO KPOBOTOKA M
CKOPOCTH KIIyOOUKOBOI (DUILTpallMii, BO3MOXKHO ITOSIBJICHHE HEOOJIBIION
MPOTEUHYPUU.

AvcdyHKuMa penpoayKTUBHON CUCTEMbI

[Ipu nekoMIeHCUPOBaHHOM TMIIOTHPEO3€ OTMEYaeTcsl 3alepKKa I0JOBOro
co3peBaHUs. Y IeBOYEK BO3MOXHBI HapyIIeHUsS MEHCTPYaJIbHOTO IIMKJIA IT0
TUTY OJIUTONICOMEHOPEU WJIM aMEHOPEW, aHOBYJISTOPHBIE LUKJIBI. B 00sb-
IIMHCTBE CIyJYaeB 3TU HapYIIEHUS COYETAIOTCS C rajlakTopeeid U 00yCIoBIIe-
HBI TOBHIIIEHHBIM YPOBHEM IIPOJIAKTUHA (CHHAPOM THIEPHPOJIAKTHHEMHYE-
CKOTO THNMOTrOHAIM3Ma, WM CHHIPOM NEPCHCTHPYIOIIeld rajakTopedn—amMeHo-
pen). Hannuue 3Toro cuHapoma y OOJBHBIX C MEPBUYHBIM TMIIOTHPEO30M
W3BECTHO Kak cuHapoMm Ban-Buka—Xenneca—Pocca.

I'mnepnponakTHEMUS TP MEPBUYHOM TMIOTUPEO3€ CBsI3aHa ¢ AEWCTBU-
€M TUIOTAJTAMUYECKOT0 TUPEeOTpONuH-puan3nuHr-ropmona (TPT), cuHres
KOTOPOTO B yclIoBUsX neduunta ropmoHoB 12K MHOTOKpaTHO Bo3pacraer
MO0 MeXaHU3My OoTpullaTeIbHON oOpaTHOM cBsA3u. TPI' cmocobeH cTtumyu-
poBartb cexpeluio He Tojibko TTI, Ho u nponakTuHa. Kpome Toro, pasBu-
TUAIO TUMEPIPOTAKTUHEMUU TIPUA TUTIOTUPEO3E CITOCOOCTBYET AEDULIUT H0-
(paMrMHa — OCHOBHOIO TMIIOTAJaMWYECKOrO WHIMOUTOpa CEKpEeLUUu Ipo-
JIaKTUHA. [‘unepnposakTuHeMusl IMPUBOAUT K HApPYIICHUSIM LUKJIMIHOCTU
BbiOpoca JII' u peuenuuu roHaa0TPONUHOB B roHaAax. JJIUTeabHO CYILECT-
BYIOILIasl TUIIEPIPOJAKTUHEMHUSI CIIOCOOCTBYET Pa3BUTHUIO BTOPUYHOIO IO-
JINKUCTO3a SIMYHUKOB.

Cunapom Ban-Buka—I'pombaxa (J. Van Wyk u M. Grumbach) — BapuaHT
npexaeBpeMeHHoro mnonoBoro co3peBanus (I1T1P) y mereit ¢ mepBUUHBIM
JNEeKOMIICHCUPOBAHHBIM TUIIOTUPEO30M. Y NEeBOYEK IePBHIMU IPU3HAKAMU
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IITTP siBasitoTcsl yBeIMYEHME MOJIOYHBIX XKeJle3, MHOTAA C JaKTopeeil, MmosiB-
JleHne MeHapxe. JIoOKoBoe M aKCUJUISIDHOE OBOJIOCEHUE HeXapaKTEepHHI.
YV Bcex 00IbHBIX BBISIBISIOTCS BhicOKMe ypoBHU TTT 1 mpoJjiakTrHa, ypOBHU
JIT' u ®CT yBenuuensl ymepeHHo. I1pu Y3U majoro Taza o4eHb 4acTO BU-
3yaJu3UPYIOTCS KUCTO3HO U3MEHEHHbIE SIMUHUKM.

MyXcKoii BapraHT 3TOT0 CUMIITOMOKOMILIEKCA XapaKTepU3yeTcsl MaKpo-
OPXM3MOM IIPU OTCYTCTBUU WU CAA00M BbIPa)KE€HHOCTU CUMITOMOB aHAPO-
reHu3au. Y OOJbHBIX ¢ MaKpOOPXM3MOM Ha (pOHE TMIIOTMpPeO03a 3HAUM-
TeJIbHO MOoBbILIeHbl ypoBHU TTI, mpojlakTMHA U TOHAAOTPOMHBIX TOPMO-
HoB. OHAaKO ypoOBEHb TECTOCTEPOHA, KaK MpaBWUJIO, HE TPEBbILIAET AOITY-
OepTaTHBIX 3HAYEHUIA.

MopaXxeHne KOCTHO-MbILUEeYHOW CUCTEMbI

s runoTupeo3a TMIIMYHO pe3koe (B 2—3 pasa) 3ameasicHue MpoLIeCCOB
KOCTHOTO PEMOJIEIMPOBAHUS: YTHETAeTCSI KaK KOCTHasl pe3opOLusi, Tak U
KOCTHOE 00pa3oBaHMe. Y IeTeil ¢ TUIIOTUPEO30M B OTCYTCTBHUE JICUCHUS OT-
MeyaeTcs 3aaepxka nudhepeHIMPOBKA KOCTHOW TKaHM.

[Tpu runoTupeose MOryT pa3BUBaTbCS MUOIIATUM — KaK C TUneprpoduei
MBIIIIII, TAK U C UX aTpodueii.

OCOBEHHOCTU TEYEHNA BPOXKOEHHOIO
rMnoTMpeon3a B pasnnyHoOM BO3pacTe

JlaBHO 3aMeuyeHO, YTO KJIMHMYECKUE TMPOSIBJICHUS U T€YeHUE TMIOTHpeo3a
CYIIIECTBEHHO pa3anyaroTcs y JIMII Pa3HOTrO BO3pacTa.

B netckoM Bo3pacTe KJIMHMKA TMIIOTMPEO3a TakXe 3aBUCHUT OT BO3pacTta
pebeHKa ¥ BpeMEeHM Hayaja 3aMeCTUTENbHON Tepanuu. TUunuyHas KJIMHU-
yeckas kaptTuHa BI' y HOBOpOXIEHHBIX M JeTell TIEpBOTO Mecslia XU3HU,
Koraa KpaiiHe BaXHO TOCTaBUTh JAMAarHo3, Habmiomaercs Bcero B 10—15%
cayyaeB (B).

CuyumntomaTtuka BI' y HOBOpPOXXAEHHbIX
M rpyaHbIX AeTen

BI' y HOBOpOXIEHHBIX MPOSIBISIETCS CICAYIOIIUMU CUMIITOMAMU:

e TICpeHOIIIeHHas 0epeMeHHOCTh (Obonee 40 Henm);

e OosibIliasl Macca Teja rpu poxaeHuu (6onee 3500 r);

e OTEYHOE JIMIIO, TYOblI, BEKU, MOJIYOTKPBITBINA POT C IIMPOKUM, «pacrliac-
TaHHBIM» SI3BIKOM;

e JIOKAJIM30BaHHbIC OTEKU B BUJIE TUIOTHBIX «ITOAYIICUEK» B HANKIIOUYMIHBIX
SIMKaX, ThUIbHBIX TTOBEPXHOCTSIX KUCTE, CTOII;
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e MPU3HAKM HE3PEJIOCTU MPU JOHOIIEHHON MO CPOKY 0epeMEeHHOCTH;
e HM3KUIi, TpyObIii rOJ0C MpU I1aye, KPUKE;
e II03IHEE OTXOXICHNE MEKOHMSI;
e MO3IHEEe OTHafcHuEe MyMTOYHOIo KaHaTUKa, IioXas SIUTeIU3aLus Myrnoy-
HOU paHKW,;
e 3aTSHYBIIASICS KEITyXa.
1St AMarHOCTUKK BPOXIEHHOTO TMIIOTUPE03a Y HOBOPOXKIASHHBIX MEaAu-
aTpaMM, HEOHATOJIOraM1 U 3HIOKPUHOJIOTaMU MCIIOb3yeTcs 1Kajaa Amrap,
noMoraromias BeIitBUThL BI' B pannne cpokm (tabm. 5).

Ta6bnuua 5. Llikana Anrap ans AnarHoCTMKM BPOXKAEHHOI0 rnoTMPeo3a y HOBOPOXAEHHbIX

Kiunnyeckuii npusHak KommuecTso 6aioB
IlynouHast rpbika 2
OTevyHoe JIULIO0 2
3aropsl 2

KeHckuit mon 1
BiienHoCTb, rUMOTEPMUST KOXU 1
YBeJIMUEHHBIH SI3bIK 1
MplleyHast TUITOTOHMS 1
Kenryxa mojblie 3 Hemellb 1
[IlenymieHre U CyXoCTb KOXU 1
OTKPHITBIN 3aTHUI POTHUIOK 1
BbepeMmenHocth mmmnack 6omee 40 Hemenb 1

Macca Tena npu poxaeHuu oosee 3500 © 1

IIpu cymme 6ansioB Oosiee 5 ciemayer 3amox03pUTh BPOKIAEHHDI THIIOTHPEO3.
[NosoHee, B Bo3pacte 3—4 MecsiieB, HAOIIONAIOTCS CIICAYIOIINE CUMIITOMBI:

e CHIDKEHHBINM aIlllIeTUT, 3aTPYIHEHUS IIPU IJIOTAHUM;

e TII0Xas MpubaBKa B Bece;

e METCOPU3M, 3aIOPhI;

e CYXOCTbh, OJICMHOCTD, IIETYIICHNE KOXHBIX ITOKPOBOB;

e TUMOTEPMMS (XOJOAHBIE KUCTHU, CTOIIbI);

e JIOMKHE, CyXHe, TYCKJIbIC BOJIOCHI,

e MBIIIEUYHAsI TUIIOTOHMSI.
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KnuHuyeckas kapTtuHa nepsu4iHoro BIr
Y A€TEeMn cTapwero Bo3pacTa

VY nerteit Goyee cTapluero Bo3pacra (Tmocie 5—6 MecsleB) KIMHUYECKUE
MPOSIBJICHUSI TUIIOTUPEO03a CXOAHBI C MPOSIBJICHUSIMU Y B3POCIIbIX.

[Tpu oTcyrcTBUM NedeHus y aeteit ¢ BI' Ha mepBHlii IIaH BRICTYIIAET Hapa-
cTarolias 3amep:KKa IICMXOMOTOPHOTO, (PM3MYSCKOro, a 3aTeM M II0JIOBOTO
pa3BUTHSI.

B cBoeM HMCHMXOMOTOPHOM Pa3BUTHH PEOCHOK C TSDKENIBIM TUIIOTUPEO30M
3HAUYMTEILHO OTCTAeT OT 3JOPOBBLIX CBEPCTHUKOB M B Bo3pacTte 1 roma cxo-
JIeH ¢ HOBOPOXIEeHHbIM. OTCTaeT pa3BUTHE MOTOPMKU: AETU BsUIbI, YacaMu
MOTYT JIeXKaTh CIIOKOITHO, He IMPOSIBISAS 0€CIIOKONCTBA IIPU MOKPOI ITeIeH-
Ke, TOJI0Jie; He MHTEPECYIOTCS UTPYIIKaMU; TTO3IHO HAYMHAIOT CUIETh, XO-
TIUTb.

KozKHbIE MOKPOBBI CyXxue, XeJITOBAaThie, IIEIYIIATCS M3-3a IMOHIDKEHHOM
CEKpELIMU MOTOBBIX M CAIbHBIX XKeJle3, NMEIOT «MPaMOPHBIi» PUCYHOK, XO-
JIoAHBbIE Ha ollyIb. Bojockl 1oMKue cyxue, 6e3 0jiecka, YyCUJIEHHO BbIIaaa-
10T. XapakTepHa cedopest BOJIOCUCTOM YacTU rojoBkl, j10a, BeK. Hortu nom-
Kue, ¢ TpemmHaMu. OTMedaeTcsT MeIJIEHHBIM pOCT BOJIOC U HOTITEI.

XapakTepeH KOMILIEKC PecnMpPaTOPHBIX CHMITOMOB: 3aTPYIHEHHOE HOCO-
BO€ ObIXaHHE, CTPUOOP; IIMAaHO3 HOCOIYOHOIO TPEeYroJbHUKA; HU3KUI, IPy-
OBIii TOJIOC; YacThle MPOCTYIHBIE 3a00JIeBaHUS.

BoipaxkeHbl anHaMusl, THIIOTOHUS MBI BBITYKJIBIN KUBOT C MYIOYHOM
TPBbIKEI, PacXOXICHME IIPSMBIX MBIIII] XXMBOTA; OCAaHKA C IOSICHUIHBIM
JIOPIO30M, BBEICTYHAIOIIMMHU SITOAULIAMHU Y TTOJIYCOTHYTHIMU KOJICHSIMU; Yac-
ThIE 3aIl0pbl, METEOPU3M.

g peTeil ¢ TMIIOTMPEO30M XapaKTepHBI BbIpaK€HHAs! HHU3KOPOCJIOCTh
(pocT HMKe 3-ro MEpUEHTWIS WIM HMXE 2 CTaHIAPTHBIX OTKJIOHEHWIA
(< =2,0 SDS) ot cpenHeli Mo MOMYASUNN I JAHHOTO XPOHOJOTUYECKOTO
BO3pacTa 1 I0Jia), ITOCTHATaIbHOE OTCTaBaHUE B POCTE, IPOTPECCUPYIOIIee
3aMeIJIeHMe CKOPOCTU pocTa (CKOpOCTb pocTa Oojiee yeM Ha 1 SD Huxe
(TIpU XpOHOJIOTUYECKOM Bo3pacTte > 1 roga) mjist JaHHOTO XPOHOJIOTMYECKO-
ro Bo3pacra M 1oja. MeToanka OLIeHKH JIMHEMHOTO pocTa MpeacTaBiceHa B
KJIMHUYECKUX PEKOMEHAALMSIX MO JUATHOCTUKE U JICYEHUIO TUITOMUTYUTA-
pu3Ma y IeTed U IIOAPOCTKOB.

IIponopuuu Tea y AeTell ¢ TUIIOTUPEO30M ITPUOJIKAIOTCS K XOHIPOIUCT-
poduyeckuM (Ko ULUEHT «BEpXHUI/HUXHUN CEerMeHT» OOJIbIlle HOp-
MaJIbHBIX 3HAYEHUI; CM. KJIMHUYECKNE PEKOMEHIALIMU I10 IMArHOCTUKE U
JICYCHUIO TUIONMTYUTAapU3Ma y AeTell 1 MoApocTKoB). [1pu 3HaUMTEIHHOM
OTCTaBaHUM KOCTHOI'O CO3pEBaHMUSI, OLICHMBAsI IIPOIIOPLIMOHAIBHOCTD TEI0-
CJIOXKEHMSI, HEOOXOAMMO YUYUTHIBATh KOCTHBIM BO3pacT peOeHKa.

XapakTepHbl HeIOpa3BUTHE KOCTEil JIMIEBOr0 CKejieTa Ipu YIOBJIETBOPH-
TEJbHOM POCTe KOCTell uepemna; IIMpoKasl 3alaBliasi IepeHoCculia, TunepTe-
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JIOpU3M; TIO3/THEE 3aKPBITHE OOIBIIOrO U MAJIOTO POJHUYKOB; MO3HEE TTPO-
pe3biBaHMe 3y0OB M UX 3aIo3iajiasi CMeHa.

I1pu ayckyabTanmu cepaua: TOHbI Cepala IPUIIYLIEHBI, OTMEYaloTCsl Opa-
aukapaus (B mepBble Mecsubl XU3HU HCC MOXeT ObITb HOPMAaJIbHOIR),
(DyHKLMOHAIBHBIN 1IYM; FPaHULBI CEPALIA PACIUMPEHDI; apTEPUAILHOE [1aB-
JICHU€ CHIDKEHO, ITyJIbCOBOE JAaBJICHUE YMEHBIIIECHO.

OTMeuaeTcs 3aiepXKKa MOJOBOTO CO3PEBAHMS.

TpaH3UTOPHbLIN TMNOTUPEOD3
HOBOPOXXOEHHbIX

TpaH3UTOPHBIN TMIIOTUPEO3 HOBOPOXKICHHBIX — 3TO COCTOSHUE BPEMEHHOM

(TIpexopseii) TMIOTUPOKCUHEMUM, COIIPOBOXIAIOIIEECS ITOBBILICHUEM

ypoBHA TTI' B kpoBu. OHO 3HAUUTENILHO YBEJINYMUBAET CTETNIEHb PUCKA JIJIT HO-

BOPOXICHHBIX, YTO B JajbHelIIeM (Ha MOJUKIMHUYECKOM 3Talle) TpeOyeT

MPUCTATLHOTO HAOIONCHUS ISl TIOATBEPXKIACHUS MM CHSTHUSI JUArHO3a.
TpansutopHoe nosbiieHue ypoBHS TTI B OONMBIIMHCTBE cllydyaeB CBsI3a-

HO ¢ (OYHKIIMOHAIBHOM HE3PEIOCThIO TUIIOTAIaMO-TUIIO(MN3aPHON CUCTEMBI

B MOCTHATaJIbHOM Tiepuoje. JlaHHOe COCTOsSIHME 4allle BCero BCTpeuyaeTcsl B

CJEAYIOIIMNX CIyJasx:

e nedULUT WIM U30BITOK ioma y Marepu (PUCK Pa3BUTHUS TPAH3UTOPHOTO
TUIIOTHPEO03a BHINIE Y HEOOHOIICHHBIX JEeTeil U MaJIOBECHBIX HOBOPOXK-
JIEHHBIX);

e JIETH, POXIECHHBIE OT MaTepell ¢ ayTOMMMYHHBIMHU 3200JIeBaHUSIMU IIIUTO-
BUIHOU Kejie3bl (BO3MOXHAsl TpaHCIUIAlleHTapHas Iiepeiada aHTUTEN,
onokupytomux peuentop K TTT);

e JIETH, MaTepH KOTOPBIX IOJIyYaIr BO BpeMsl OepeMEHHOCTU OOJBIINE H0-
3bl aHTUTHPEOUIHBIX CPEACTB IO IMoBoay Oojie3Hu ['peiiBca, — y Takux
JeTei, Kak IpaBuUjIo, IIPU POXKACHUN UMEETCs 300, KOTOPhIA MMEET TeH-
IEHIINIO K YMEHBIICHUIO II0 Mepe BBIBEACHMS JICKAPCTBEHHBIX IIperapa-
TOB U3 KPOBU PeOEHKA;

e JIETU C BHYTPUYTPOOHO! (M TOCTHATAILHOI) TUIIOTPOGUEI, C BHYTPUYT-
POOHBIMU BUPYCHO-0AaKTepUATbHBIMU MHQEKIIMSIMU.

Ha sTare mepBMYHOro CKpMHMHTA MPAKTUICCKA HEBO3MOXKHO Pas3INUUTh
BPOXIEHHBIN U TPAH3UTOPHBIN TMIIOTUPEO3, XOTSI HEOOXOAMMO UMETh B BU-
Iy, YTO TPAH3UTOPHBIN TMIIOTHPEO3 COMPOBOXIAETCSI OTHOCUTEIBHO MEHEe
BoicokuMu ypoBHsiMu TTT (ot 9,0 mo 40,0 MxEn/mMi), yeM BpOXIEHHBIN
(ypoBenb TTI' B OGonpmmHcTBe ciydaeB Oonbiie 40,0 MkEn/mi).

PazrpaHuyeHue 3THUX COCTOSSHMU Heobxomumo MpoBoauTh Ha II stame
CKPUHUHTA, TO €CTh B MOJIMKIMHUYECKUX YCIOBUSX, IIPU TTOBTOPHOM OIIpE-
neneHun ypoBHeit TTI u cBobogHoro T, B CHIBOPOTKE.
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Jedunur iona y Matepu — camasl yacTas ONpduMHa TMIIOTUPEO3a Y HOBO-
POXIEHHBIX B paiioHaX, Ilie BCTpeyaeTcsl SHAeMUYeCcKUii 300, 00yCIOBIIEH-
HBII HEJOCTAaTKOM ioJa B Boje U Iullie. B 061acTsiX ¢ BhIpaXke€HHBIM HOJI-
HBIM Je(PUIIUTOM BPOXKICHHBIN TUIIOTUPEO3 MOXET ObITh ITPOSBICHUEM JH-
JIeMUYECKOTr0 KPeTHHH3MA.

Pazmuator nBe (hopMBI SHAEMUYECKOTO KPEeTMHM3MA, HEBPOJIOIMUSCKUI 1
MMKCEIeMaTo3HbI. Hanbosee yacTo BCTpeUaeTcsl HEBPOJIOTHYECKHiA SHAeMUYe-
CKHMii KPETUHU3M, B KJIMHUKE KOTOPOrO Ha MEPBbIi UIaH BBIXOIST HEBPOJIOTMYE-
cKue (MUpaMUAHbIE M 3KCTparMpaMMIHbIE) U MHTEIICKTYaIbHbIE HapYIICHUS.
KiuHudeckue nmpu3HaKKU TMIIOTUPEO3a MPU 3TOM OTCYTCTBYIOT WJIM C1a0O0 BbI-
paxkeHbl. BeIpaskeHHas1 KIIMHUUYECKasi KapTMHA TUIIOTUPe03a OTMeUaeTcsl JUIb
y 10% GoJbHBIX, Yallle Y HUX UMEIOTCS JTa00paTOpHbIC MPOSIBICHUST TMITO(PYHK-
LMY IIUTOBUAHOM >kene3bl (pocT ypoBHsl TTT u ero peakuuu Ha TPT).

HMmeroTca gaHHbIe, 4YTO (hDOPMUPOBAHKUE HEBPOJOTMYECKOTO KpEeTUHU3Ma
HAYMHAETCS BO BTOPOM TPUMECTPe OEpeMEHHOCTU, BEPOSITHO, IO BIUSHU-
€M TUITOTHpEeO3a y MaTepy U 3alepKKU Hauyaja ¢pyHKumoHnupoBanus 1K y
miona. Pazputue maHHoi ¢opMbl 3a00JeBaHUSI MOXKHO MPEAOTBPATUTh, €C-
J1 mpopuIaKTUKaA MOIOM HavyaTa 10 HACTYIUICHUSI OepeMEHHOCTH, U HEBO3-
MOXHO — MpU Havaye MpodUIaKTUKK nocjae 2—3 MecsleB recTaluu.

Tepanust THpEeOMTHBIMM TOPMOHAMU MOCJE POXIEHUS TakKXKe He MPUBO-
IUT K JUKBUOALMU MIPOSIBIEHNI HEBPOJOTMYECKOTO KPEeTUHU3MA.

Kinaccuueckue cuMnToMbl 3TOi (hOpMbI 3a00J1€BaHMSI:

e YMCTBEHHasl OTCTaJOCTh;

e CHIDKEHUE ciyxa (cieactBue nedeKra YIUTKI) BIUIOTh OO0 TJTyXOHEMOTHL;

e HEPBHO-MbILIEYHbIE PACCTPOMCTBA IO CMACTUYECKOMY WU PUTUAHOMY
TUITY;

e HapYyIICHUs MTOXOAKM, KOOPAWHALINYN IBIDKCHUIA;

e U3aPTPUS;

e KOCOrIjla3ue, MUO3, HapyllleHHasl peakiius 3pauykoB Ha CBET;

e 300 wim apyrue dopmbl HapyimeHus pa3putust 2K u cHkeHus ee pyH-

KIIUH;

e 3a/iepxKKa pocTa (HaOJomaeTcs He BCeraa);
e KJIMHUYECKME MPU3HAKU TUIIOTHPEO3a OTCYTCTBYIOT MJIX C1a00 BHIPaKEHBI.

ITpu opyroii hopme 3ab0eBaHNSI, MUKCEIEMATO3HOM SHAEMUYECKOM Kpe-
THHU3MeE, CUMIITOMAaTHKa TMIIOTUPE03a SIPKO BhIpaxkeHa. DTa ¢hopMa TUITUY-
Ha IJII TePPUTOPHII C BBIPAXKCHHOU HMOTHOW HEOOCTATOYHOCTHIO (YacToTa
BT 6osee 40%; yactora KpeTuHu3Ma coctapiser 10 10%). [TpuuuHoii 3a60-
JIeBaHUSI, TO-BUAUMOMY, SIBJIsSIETCS (DYHKIIMOHAJIbHAsI HECOCTOSITEIbHOCTh
2K ninoma B TpeTbeM TpuUMecTpe 6epeMeHHOCTU. MUKceaeMaTO3HbINA SH-
JEeMUYECKUI KPETUHM3M XapaKTepU3YyeTCsl BhIPaKeHHBIMU KIMHWYECKIMU
MPOSIBJICHUSIMU BPOXIEHHOIO TUIIOTHpEO3a ¢ MUKCEIeMOM, 3alep:KKOM
(dopMupoBaHuUs cKeJleTa, pocTa U TMICUXOMOTOPHOTO pa3BUTHUS. [JIyXOHEMO-
Ta BCTpeUYaeTcsl PeiKo.
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BTOpW4HbIN rnoTMpeons

BTopuuHbIil TMIOTUPEO3 Yallle BCEro SIBJISIETCS CAEACTBUEM TMIOIUTYUTa-
pusMma (I'TT), mosTomMy Hammure IpyruxX TUHMMMIHBIX cuMnToMoB ['T1 (mopokn
Pa3BUTHS TOJJOBHOTO MO3Ta M Uepelia; TUITONIMKEMUST; MUKPOIICHUSI, KPUII-
TOPXU3M Y MaJIbUMKOB) MO3BOJISIET MOCTaBUTh MPaBUIbHBINA AuarHo3. Bro-
PUYHBIN TUIIOTUPEO3, 00YCIOBICHHBIN HapyllleHueM (DYHKIIUKY aleHOTUIIO-
¢u3za unm runotanamyca (Myrauuu reHoB Pit-1, PROP-1), conpoBOXaaeTcs
aepuuutoM He Tonbko TTI, HO M ApyrMX TOPMOHOB aaeHOrMIodusa.
Bpoxnennsiit n3onmmpoBanHblii nedpunut TTI — oyeHb peakoe ayTocoM-
HO-pelieCCUBHOE 3a00jieBaHME, IPUYMHON KOTOPOTO SIBJISIIOTCSI MYTalluU
reHa TSHp.

BropuuHbIil THIIOTUPEO3 XapaKTepU3yeTcsl MEHee OTYETIMBOI KIMHUYC-
CKOI KapTUHOI, 4YeM MepPBUYHBINI, Tak Kak npu aepuuute TTT TeyeHue 3a-
OosieBaHMSI HE TaKoe TsKesaoe, Kak Ipu repBUdYHoM rumnotupeose (C).

YpoBHU 0611eTO 1 ¢cBOOOAHOTO T4 CHUXKEHBI, a ypoBeHb TTI MOXeT ObITh
YMEPEHHO MOBBIIIEHHBIM, HOPMaJbHBIM WX CHUXXeHHBIM (B). It BeIOOpa
JIeueHUsI MPUYNHA BTOPUYHOTO TUIIOTUpeo3a He BaxkHa. s nuddepeHim-
aJIbHOI TMArHOCTUKM TUITO(PU3apHOTO U TMIIOTAIaMUIECKOIO TUIIOTHPEO3a
MIpY HeOOXOAMMOCTH IIPOBOISAT MPOOY C TUPOJIUOEPUHOM.

TpaH3UTOPHBIA BTOPUYHBII TUIOTHPEO3 YAIlle BBISIBIISIOT Y HEJOHOIIEHHBIX
¥ MaJIOBECHBIX HOBOPOXKIEHHBIX; OH MOXKET OBITh 00YCIOBJICH HE3PEIOCThIO
TUTIOTAJIAMO-TUTIO(MU3aPHO-TUPECOUTHON CUCTEeMbl WJIM THUITOIMUTYUTAPU3-
MoM. OTJIMYUTB 3TU COCTOSTHUS O4eHb TpyaHO. CHiKeHue ypoBHel T, u Ts
Y HEIOHOIIIEHHBIX HOBOPOXIEHHBIX OTPaXkKaeT MX agalTalliio K CTpecCy 1 He
SIBJIIETCSI TIOKa3aHUEM JIJI 3aMECTUTEILHOM Tepanni TUPESOUTHBIMI TOPMO-
Hamu. K mepBomMy-BTOpOMYy Mecsily Xu3HU ypoBHU T, u T; B CHIBOPOTKE
MOCTEIIEHHO YBEIMYMBAIOTCS 1 JOCTUTAIOT HOPMAaJIbHBIX 3HAUCHMI, XapaK-
TEPHBIX JJISI JOHOLIEHHBIX JeTell TOro e Bo3pacta. MCTUHHbBIE HapyIlIeHUS
¢dyukum 2K y Takux gereil MOXXHO BBISIBUTH MOCJE HOPMAJIM3ALUU WX
Beca U pa3BUTHS.

OCHOBHbIE NPUHLMMbI HEOHATaIbHOIO
CKPVHWHIa Ha BPOXXOEHHbI
rMnoTMpeos

B cBsI31 ¢ 1OCTaTOYHO BHICOKOM BCTPEYaEMOCThIO TMITOTUPE03a, HE3HAYM -
TeJIbHOM BBIPAXKEHHOCTBIO €ro MPOSBICHUI B TIEPBbIe THU U HEAEIU KU3HH,
a TaKKe CEePbEe3HBIMU ITOCICACTBUSIMU ITO3MHENM AMATHOCTUKU C CepeIMHBI
70-X TT. BO MHOTHX pPa3BUTBLIX CTpaHaX MHMpa ObLIa MOCTENIEHHO BHEIpeHa
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rocynapcTBeHHasl CMUCTEMa HEOHATaJIbHOTO CKPMHMHTA Ha BPOXKICHHBIN TH-
notupeos (B).

CKpUHUHT MO3BOJISIET IIOCTABUTh IUArHO3 B IIEpBbIe THU XXM3HU PeOCHKA,
JIO TIOSTBJICHMSI Pa3BEPHYTON KIMHWYECKOM KapTUHEI 3a00/IeBaHUs, U U30¢-
JKaTh TaKUM O0pa3oM TsIXKENbIX IOCAeACTBUI O0JIe3HU, B MEPBYIO OUYEpelb
3a7epKKN YMCTBEHHOTO M (PM3MUECKOTO pa3BUTHs pedeHka (B).

OcHoBHAas 1eJIb CKDHHIHIA HA BPOXKIECHHBI THIIOTHPEO3 — KAK MOXKHO paHb-
1IIe BBISIBUTH BCEX HOBOPOXKIEHHBIX C MOBBIIIEHHBIM ypoBHeM TTI B Kpo-
B (C). OTobOpaHHBIE IeTH ¢ aHOMaJTbHO BBICOKMM ypoBHeM TTT TpeOyior B
JaJbHEHIIIEM YIIIyOJIeHHOTO O0CIeI0BAaHUS C 1Ie/IbIO TTPAaBUJIBHOM TMarHOCTH-
KU1 3a00JIeBaHUsI.

OOcnenoBaHue U JajbHellIee HaOMIOAeHNE IeTel OCYIIEeCTBISIETCS B TPU
aTamna:

e | 3Tanm — POIMIBHBINA JOM;
e Il aTan — Meauko-reHeTuuyeckasi jadboparopusi;
o III sTam — meTckas MOJUKIMHUKA.

1 aTan — poaAMNbHbLIA AOM

VY Bcex JOHOLIEHHBIX HOBOPOXIEHHBIX HAa 4—>5-i1 AeHb KU3HU (Y HEIOHO-
IIEHHBIX AeTeil Ha 7—14-11 neHb XKU3HU) OepeTcsl KpoBb (Yallle U3 TMSITKU) U
B BUJE KarieJb (6—8 Karejib) HAHOCUTCS Ha CIELMaIbHYIO IIOPUCTYIO (DUITb-
TPOBaJIbHYIO Oymary.

Bce o6pasiibl KpoBM OTCHLIIAIOTCS B CIICLIMAIM3UPOBAHHYIO MEIUKO-TeHEe-
THUYECKYIO J1TA00paToOpHIo.

Il aTan — mMmeaAuKoO-reHeTu4Yeckana naboparopusa

B nabopatopuu mpoBoautTcsi ompeneneHue ypoBHst TTI B cyxux msITHax
kpoBHU. ITomyuyeHHble 3HaueHUs ypoBHS TTT 3aBUCAT OT MeToma orpesaene-
HUS U UMEIOIINXCS J1abopaTOpHBIX HAOOPOB.

Hampumep, misi mMMyHOIMAarHOCTAYECKOM cucTteMbl «Jlendus» (MeTon
JJaHTaHUAHOro IroopeceHTHOro aHanus3a <«Jeaduss HeoHatan TTI»,
DELFIA: dissociation enhanced lanthanide fluorescence immunoassay)
dupma-npousBoguteab (WALLAC Oy, Typky, ®uHISHINS) peKOMEHIYET
caenytomue HopMaTuBbl ypoBHell TTT (moporosbiii ypoBeHs TTI monsep-
JKEeH KOJIeOaHUSIM M yCTaHABJIMBAETCS OTIAEIbHO ISl KaXIIoi JabopaTopuu,
B 3aBUCHMOCTU OT BHIOPAaHHOTO METOma M JIabopaTOPHBIX HaOOPOB; KJlacc
pekomeHnauuii C), cMm. Tabi. 6.

BuumaHue: moporosblii ypoBeHb 3aBUCUT OT IMAaTHOCTUYECKUX HAOOPOB U
MOMyJSIUUI 00CaeyeMbIX HOBOPOXKIEHHBIX, U B KaXXI0i J1abopaTtopuu pe-
KOMEHJIyeTCsl YyCTaHaBIMBaTh CBOM 3HAUEHUS B 3aBUCUMOCTHU OT UCIIOJIb3ye-
MOW METOIVKMU.
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Tabnuua 6. Hopmatusbl ypoBHein TTI Ans UMMYHOAMArHOCTUYECKON cucTembl «[endus»?

Cocrosinue B kpoBu, MxEx/mn B ceiBopoTke, MKEx/ma
Hopwma <9,0 < 20,0

[Toporoseiit ypoBeHb 9,0—18.,0 20,0—40,0

l'umotupeos > 18,0 > 40,0

* CommacHO MHCTPYKLIMM, 3TU BEJIMYMHBI I€MCTBUTEIbHBI [UIsI 00pa31ioB KPOBU, MOIyYEeH-
HBIX OT HOBOPOXKIEHHBIX Ha 2—6-i1 JeHb MOCJe POXIEHMUS.

Bce ob6pasisl ¢ ypoBHeM TTI 6onee 9 MmkEn/mn moKHBI OBITH IIPOBEpe-
HBI TIOBTOpHO, ypoBeHb TTI Oomnee 40 MKEm/MJT IMO3BOJISIET 3alIOMO3PUTh
BPOXJIEHHBII TMITIOTUPEO3, a ypoBeHb Bhile 100 MKEm/MJT ¢ BBICOKOM CTe-
TMEHBIO BEPOSITHOCTU YKa3bIBaeT Ha Hanuune 3aboneBanHus (C).

IToBTOpHOE onpeaeneHue ypoBHs TTT B ciayyae, eciiv rmepBoHaYaaIbHO OH
coctaBua 6osee 9 MKEn/MI1, TpoBOAUTCS MO CAEAYIOIIEH cXeme.

Ecmu ypoBens TTT coctaBuger ot 9 no 40 mcEx/mi, B 1aboparopuu mpo-
BOJUTCSI MOBTOPHOE OMpe/ieJieHUE U3 TOTo Xe o0pasiia KpoBU B AyOJIMKAaTe ¢
6 craHgapTamu.

1. ITpy NOBTOPHOM BBISIBJIEHMU aHAJIOTUYHO BbICOKOTO YypoBHS TTI monuk-
JIMHUKY MO MECTY XUTEJbCTBA peOeHKAa CPOUYHO YBEAOMJISIIOT O HEOOXO-
JUMOCTHU B35Th KpPOBb M3 BeHBI Jjis omnpeneneHus yposHeit TTI u cBo-
6oaHoro T, B CHIBOPOTKE.

2. Eciu ypoBenb TTT B ceiBopoTke Bbime 20,0 MKEn/mia, a ypoBeHb cBOOOI-
Horo T, HUXe MOPOroBOro 3HaAUYEHMS 151 JaHHOM JabopaTopuu, moKasa-
HO HeMeUIEHHOEe Ha3HauyeHMEe 3aMEeCTUTENIbHON Tepalvy TUPEOUIHBIMU
nperapaTamMmu.

3. Eciu ypoBens TTT B chiBopotke Bbime 20,0 MkEn/miu (10 40,0 MkEx/mun),
HO ypoBeHb cBOOOmHOrO T, B HOpMe, JIeUeHME HE Ha3HayaeTcs, 3a peOeH-
KOM BezieTcsl HabJoieHne (eciu MMeeT MECTO paHHee oOpallleHue U OT-
CYTCTBUE KJIMHUYECKUX mposiBaeHuit BI').

B ciyuae mo3aHero odopamenns pedbeHKa K Bpady, NpHd HAJIMIMH MHHHAMAJIb-
HOIi KJIMHWYEeCKOil KapTuHbl BI' 1 COMHHMTEILHBIX TOPMOHAJIBHBIX IMOKA3ATEIAX
NMPUHUMAETCA pellieHHe B M0JIb3y HA3HAYEHHUS JIEeBOTHPOKCHHA.

IToBTOpHBIE OCMOTpPHI ¢ onpeaeaeHueM yposHeit TTI, T, nmpoBoasiTcs ue-
pe3 1 Hegemto, panee yepe3 3—4 Heaenu; ecau ypoBeHb TTT HapacTaer, ciie-
JyeT Ha3HAUYUTh 3aMECTUTEIbHYIO Teparuio TUPEOUIHBIMM IperapaTaMu C
JaJbHEHUIINM MPUCTaJIbHBIM HAOMI0IeHNEM 32 PEOEHKOM.

Ecau yposen» TTI' cocraBasier 40—100 mxEx/ma, To ¢ Gonbuioit no-
Jiell BepOSITHOCTU MOXHO 3aM0J03PpUTh BPOXIEHHBIN I'MIOTUPe03. B aTux
cllydasix MpOBOAUTCSI TTOBTOpHOE omnpenaeieHue ypoBHeil TTI u cBoOOa-
Horo T, B mepBoHAYaJbHBIX 00pa3llaXx KPOBH U B CHIBOPOTKE (B3SITOM Y
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pebeHKa B TMOJMKJIMHUKE IO MECTY KUTEJbCTBAa IIO BbILIEYKa3aHHOM
cxeme).

Cpasy ke nocJie B39THsI KPOBH U3 BEHbI, HE TOXKUAASACH Pe3yJibTaTa, peOeHKy
HA3HAYAKT 3aAMECTUTEJIbHYIO TePANHIO JIEBOTUPOKCHHOM C TTOBTOPHBIM OCMOT-
pOM Bpaua IIocJie IOJYyYeHUs pe3yJIbTaTOB TOPMOHAIbHBIX MCCAEIOBAHUIA.
Ecnu nipu noBropHoM aHanu3e ypoBHu TTI u cBobogHoro T, okaxyTcsl B
npenesax HOpMBbI, JeUeHHWE ClIeyeT MpeKpaTuTh; eciau ypoBeHb TTT Oymer
MpPeBbIIAaTh HOPMY — JIEYEHUE CJIEAyeT MPOAOJKaTh MOJ PEryJIsipHbIM Ha-
OmomeHneM IearaTpa-3HI0KPUHOJIOrA.

Eciu yposenb TTT mpesbimaer 100 MkEx/mia, BeposITHOCTh BPOXKIEHHOTO
TUIIOTUPEO03a OYEHb BeJIMKa, U CAeNyeT, He JOXUAASICh Pe3yJbTaTOB [OBTOP-
HBIX aHAJIM30B, Cpa3y e HauMHATh JICUCHNE; B OCTAIbHOM JIEICTBYIOT KaK 1
B ciydasix, Korna TTI Haxomutcsa B mipenenax 40—100 MxEm/mir.

Il aTan — geTckasa NONMUKNVMHUKA

Ha sToMm aTane 3a 1eTbMU ¢ BPOXIEHHBIM TUIIOTUPEO30M, BBISIBJICHHBIM MO
pe3yjbTaTaM HEOHaTaJIbHOTO CKPUMHUHIA, BEAETCsS IMHAMUYECKOe HaOJIo-
IeHHe.

KonTtponbHbie uccienosanus yposHeit ropmoHoB (TTT, ceobonHsbiit Ty) B
CBIBOPOTKE MPOBOMASTCS Kaxkble 2 Helelu IOocje Hayaja 3aMeCTUTEIbHOM
Tepanuy (10 HOpMalIM3aly YPOBHS cBOOOmHOTO T),).

J03bI T€BOTUPOKCUHA TTOAOMPAIOTCS WHIAWBUIYAJIBHO, C YYETOM KJIVMHU-
YeCKHUX U J1abopaTOPHBIX JaHHBIX (pacyeT M03bl JIEBOTUPOKCHUHA CM. B pa3-
nene «JleueHue»).

VY nerteil mepBoro rojga XW3HU OPUEHTUPYIOTCS TPEUMYIIECTBEHHO Ha
ypoBeHb cBoOOgHOrO T,, TaKk Kak B IEepBbIe MECSILIbl XKU3HU BO3MOXHO Ha-
pymenue peryasaouu cekpeuun TTI mo mpuHIIMITY 06paTtHOM cBsI3n. O1eH-
Ka TobKo ypoBHs TTI MoXeT mpuBeCTH K Ha3HAUCHUIO U3JIUIIHE BBICOKUX
03 JIEBOTUPOKCUHA. B ciyyasx oTHocuTenbHO HeBbICOKMX ypoBHel TTI n
HOpPMaJIbHBIX YPOBHE# cBOOOMHOrO T, (MHIMBUIYaIBHO IJIsSI KaXKION J1a00-
paTopun) m03a JEBOTUPOKCHHA MOXET CUUTAThCS aJeKBATHOM.

[anbHele KOHTpoOJbHBIe HcchaenoBanus ypoBHeid TTI u cBoGogHO-
ro T, ciemyeT mpoBOAMTH HA IIEPBOM IOy XXKM3HM Kaxkable 2—3 Mecsla,
nocJje roma Kaxuasle 3—4 Mecsua.

[uarHocTrka BpOoXaeHHOro
rMnoTnpeonsa

AJNTOPUTM IMArHOCTUKM TMIIOTHpEO3a y AeTell IpuBeAeH Ha puc. 3.
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| opmoHarnksHoe nccneposaHne Kposu (ypoBHW TTIT, cBo6oaHbIX T, 1 Tj) |

! !

| T —1,T,— 4, T,— ! [ T —Nwwm? T, — 1, T,—LlwmN |

! !

| [MepBUYHbIA TMNOTUPEO3 | BTOpWYHbIN rMnoTnpeo3 |

!

| AHaMHe3, peHTreHorpadma KUCTen pyk

|
|
l ~
| BpoXAeHHbIN rMnoTMpeos | | [NprobpeTeHHbIN rMnoTMpeos
|
|
|
|

!

| V3 LLDK

! !

| M'mnonnaaus | | Annaswusa

! !

| PapvounsoTonHoe ckaHnposaHue LLPK

! !

| BpoxaeHHbIN 306 |

!

| MyHKUMOHHas 6roncus (No nokasaHusaMm) |

| Annaswus | | Ouctonus | KonnoungHbii 306 | | CwmeLlaHHbIN 306 |
| 3amecTuTenbHas Tepanusi NIeBOTUPOKCUHOM | | OnepaTnBHOE NleveHne B CTapLLeM Bo3pacTe |

PucyHoK 3. AnropuTtm guarHocTuki runotupeosay aeteii. N — Hopma; T — nosbiwenne; & —
MOHWKEHME.

O6s3aTenbHbie UCCrefoBaHUSA

e onenka ypoBHS TTI B 11ebHOM KpOoBM (HEOHATANBHBIN CKpUHUHT) (A);
e oneHka ypoBHeii TTT, ceobomHoro T, B cChIBOpOTKE (A).

Huskuit ypoBeHb cBo6ogHOTO T4 1 MOBBIIIEHHBIN YpoBeHb TTI sBiIsSIIOT-
Cs BaXXHEHIIMMM OMOXMMUYECKMMM IIPpM3HAKAMU IEPBUYHOIO THIIOTHPEO-
3a. Y HOBOPOXIEHHBIX C KOMIIEHCUPOBAHHBIM MEPBUYHBIM TMIIOTUPEO30M
YPOBHHU 00111er0 U ¢cBoOoaHOro T, MOryT ObITh HOpMaJIbHBIMU, HO YPOBEHb
TTTI mospimeH. B ciygae TpaH3MTOPHOTO TIEPBUYHOTO TUITOTHPEO3a (PYHK-
g 2K nmpu moBTOPHBIX MCCIeI0BAHUSIX HOPMaIU3YETCsl Yepe3 HeCKOJIb-
KO Heneab Win MecsieB. [Ipy BTOpMYHOM TMIOTUPEO3€ YPOBHU OOIIETO U
cBoboagHoro T, cHuxXeHbl, a ypoBeHb TTI" 00bI1YHO HOpMAJIbHBIN, HO MOXET
OBbITb HECKOJIbKO TMOBBILIEHHBIM WA CHUXKEHHBIM.
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AdononHuTenbHblE ropmoHasibHbli€ nccneposaHus

Onpenenstior ypoBHU cBoOomHoro T, TupeornmooynnHa (TT), Tmpeobaokm-
pytomux antutea (C).

VYpoBeub TI' 3HauuTenbHO cHUXKeH mpu arutazuu 12K, ymepeHHO cHU-
>K€H WJIY B MpeaeiaXx HOPMBI IIPHU €€ SKTOIIMYECKOM PaCIIOI0XEHUN U TOBHI-
IIIeH IIpY HapyleHusx cuaTe3a T, u T; (3a ucKIoueHNeM HapyIIeHUsT CUH-
te3a TT'). Onpenenenue TI' B OONBIIMHCTBE ClydyaeB HE MO3BOJSIET TOYHO
YCTAaHOBUTH IPUIMHY TUIIOTHUPEo3a, TaK KaK ypoBeHb 11 muiib mpuoam3u-
TeJIbHO COOTBETCTBYET Macce (pyHKLMOHUpytolein Tkanu 2K,

YpoBeHb TUPEOOJIOKMPYIOIIMX aHTUTE PEKOMEHIYETCS OTIPEIesATh Y HO-
BOPOKACHHBIX C TUIIOTUPEO30M, KOTIa Y MaTepu peOeHKa NMEETCSI ayTOMM-
MyHHoe 3a0oseBaHue 12K, a Takke mpy HaIUUMK B aHAMHE3€ TPaH3UTOP-
HOTO TMIIOTHpEo3a Yy OpaTheB U CECTepP HOBOPOXKIEHHOTO.

O6WMA U BUOXMMUUYECKMUA aHANU3 KPOBMU

[To3BossieT BBISIBUTH XKeJIe300e(PUINUTHYI0O aHEMUIO, TUMEPXOJeCTepUHE-
muto, mucaunuaemuio (B).

IKr

Ha OKI' BoigBnsiorcss cuHycoBast OpagnKapaus, YIJTWHEHWE CHUCTOJMBI,
yYMEHbIIEHNE aMIUIUTYIbl KOMILIEKCOB QRS; oTMeuaeTcs 3aMeayieHe BHYT-
PUIIPEACEPAHON, IIPEACEPIHO-XKETYAOYKOBOM M BHYTPUKETYTOUKOBOMN MPO-
Boaumoctu (B).

OnpepeneHMe KOCTHOro Bo3pacTta

Hcmonp3yercst He TONBKO IS AMaTHOCTUKM, HO M IJIsSI OLICHKM aleKBaTHO-
cTu TnipoBoauMoii Tepanuu BI' (B).

PentreHorpadmsi KoJIeHHBIX CYCTaBOB M CTOIl IIOMOTraeT YCTaHOBUTH IIPO-
MOJDKUTEILHOCTh BHYTPUYTPOOHOro TUIOTHpeo3a. OTCyTCTBHE ILIEHTPOB
occudukaluu (ANMUdU3apHBIA IUCTEHE3) NUCTAIbHBIX OTAEJIOB OeIpPEeHHbIX
KOCTe, IPOKCHUMAaJIbHBIX KOHIIOB 00JIbI1Ie0ePIIOBBIX KOCTE M KyOOBUIHBIX
KOCTEli CTON SBJSIETCSI KOCBEHHBIM 10KAa3aTEJIbCTBOM BPOXIECHHOIO TMIO-
THpeo3a (occuduKaums KOCTeil uMeeTcsl y OOJbIIMHCTBA 3I0POBBIX JOHO-
ILIEHHBIX HOBOPOXKIEHHBIX).

PentreHorpadusa KucTeil pyK BbISIBISIET 3aACPXKKY MOSBACHUS SIAEpP OKOC-
TEHEHUSsI, UX aCUMMETPUIO, HapylleHUe MOCAeA0BATEIbHOCTHA TOSIBICHMUSI.
TunuyHo pe3Koe OTCTaBaHHWE KOCTHOTO BO3pacTa OT MACIOPTHOIO, IIpU
5TOM KOCTHBIM BO3pacT 3aAepXKMBaeTcsl Jaxke B OOJIbIICH CTENeHU, 4YeM
pocT.
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Y3U wmMTOoBMAHOM Xerne3bl

VY3U mpumMeHsoT Mt moaTBepxkaeHns arurasun LK. [lmg gumarHoctukn
sktonuu HI2K pesynbrathl Y3 manouHndopmaruBHbl (B). Eciu mo gaH-
HBIM MCCJIeIOBaHUS IIIUTOBUIHAS Keie3a B HopMe, To BI' MoxXeT ObITh 00y-
CJIOBJIEH MO0 medexkTaMu cuHTe3a T, n T;, 1o TpaHCIITIalleHTapHBIM TTe-
PEHOCOM MATEPUHCKUX TUPEOOJOKUPYIOLIMX aHTUTE].

PaguounsoronHoe ckaHupoBaHue WX (c *°Tc mnm 23)

ITpoBoaMTCS 1O MOKA3aHUSIM y AeTeil crapiie 5 JeT (3a pydoexxoM MPOBOAUT-
csg BceM neTsaMm ¢ BI' He3aBHCHMO OT Bo3pacTa, B TOM YKMCJIE HOBOPOXKIECH-
HBIM).

Ecnu nipu mpoBeaeHNN pagron30TonHoro ckanmposaHust 12K He Bu3ya-
JIN3UPYETCsI, AMarHo3 He BbI3bIBA€T COMHEHUI. DTOT METOJ MCCIeIOBaHMS
(B omytmune oT Y3U) mo3BoJISIeT BBISBUTH JUCTOIMMYECKM PACITOIOXKEHHYIO
TKaHb Xenesnl (B). YcraHosneHo, uto pyauMeHTapHas TkaHb 2K npu ee
JUCTOMUM CIIOCOOHA AOCTAaTOYHO UIMTEIBHO TMPOAYLIMPOBATh TUPEOMIHbBIE
TOPMOHBI; e (hyHKIIMOHAIbHAS aKTUBHOCTh 3HAYMTEILHO CHIKAETCS TIOCTIe
JeCSTUICTHErO BO3pacTa, B 3TUX CAydasix MOXET ObITh AuarHocTupoBaH BI'
C MO3IHUMMU TIposIBIeHUAMHU (11o3aHss1 ¢popma BI).

B murepaTtype ommcaHbl pa3niuyHbie BapuaHTh aucrornuu 12K B xopHe
sI3bIKA WJIY 110 XOAY TUPEOIJIOCCATIbHOIO ITPOTOKA, IPU 3TOM MOXKET HaOJII0-
JaThCsl camasl pa3jiMyHasl creneHb Tskectu BT

HduddepeHManbHy0 TMarHOCTUKY nepBuyHoro BI' mpoBoasT ¢ apyrumu
SHIOKPHHONATUSIMHU: 3aJePKKOM pocTa M HaHU3MOM, 3HIedaToNaTUSIMU,
cuHapomoM JlayHa, xoHapoauctpodueil, paxutom, 0oje3Hbto ['upimnpyHra
(Tabmn. 7).

Ta6nuua 7. [IuchdepeHumnanbHas auarHoctuka By aetei rpyaHoro so3pacra

IIpusnak BT bonesn»  Paxur 2Ken- Ane- XoHmpo-
Jayna TyXd MM JucTpodus

KnuHnueckne mpusHaKu

H+

Macca tena ipu poxnenuu > 4000 r  + — - — -

CUHIPOM 3aTSIHYBILICHCS KEITyXU + - — — — -
CHIXEHHBIN anmeTuT + — + + + —
BsttocTh, COHTMBOCTH + — — - — _
[11oxast mpubaBKa B Bece + — + + + —
3armopsl + — + — — _

CyXOCTL KOXMH, XOJIOAHbIE KOHECYHOCTU + — — — — —
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Tabnuua 7 (okoHyaHue). duddepeHumanbHas auarHoctuka Bl y geteit rpyaHoro Bospacra

IIpusHak BT bonesn»  Paxur 2Ken- Ane- XoHnmpo-
Mayna TyXd MM  JUCTpocus

H+

+

I+

IMynoyHasi rpbiKa

3agepxKKa MCUXo(pU3NIECKOro + + + — — —
pa3BUTHUS

Hwuskuii rojioc + + — _ _ _
OTEeYHOCTh KOXU, CIU3UCTBIX + - — — — —
ITo3nHee mpope3biBaHUE 3y0OB + + + — + —
[IyXocTh cepaeuHbIX TOHOB * * * — * —
YBenuueHue si3bika + + — — — _
MpliieyHasi TUTIOTOHUS + — — — — _

JlaGopaTOpHO-UHCTPYMEHTAIbHbIC TTPU3HAKU

Yposenp TTI nosbllieH U1K B HOpME, + — — — — —
ypoBeHb cBOOOLHOrO T4 CHUXEH

l'unepxonecrepuHeMust + — — — - —

3anepKKa MOsIBJICHUS SIAEP OKOCTe- + — — — — —
HeHMsI, anudU3apHbIii TUCreHe3

OKI: HU3KUiT BOsIbTaX 3yOLIOB, + — — — — —
Opaaukapaust
Kapuortun Hopma Tpucomuss Hopma Hopma Hopma Hopwma
mo 21-i
XpoOMOCOMe
AHeMus + — — _ _ _

JledeHune BpOXXOeHHOro rmnoTrpeosa

Cpa3zy xe 1ocjie yCTaHOBJIEHUS IMarHo3a, a Tak:ke B COMHUTEJIbHBIX ClTyda-
SIX IOJKHA OBITh HauaTa 3aMeCTUTENIbHAsI Tepaltus IperiapaTaMu TUPEOU/I-
HbIX TOpMOHOB (B). JleueHne B OOJBIIMHCTBE CTPaH HAYMHAIOT HE MO3AHEee
MepBOro Mecsa >KU3HU (B cpeIHeM Ha BTOpPOW Heaese), HarpuMmep B I'ep-
MaHWM JiedeHe HauMHaIoT Ha 8—9-#1 AeHb Xu3HU, B Benmmkobopuranum —
Ha 11—15-11 neHb.

JleBoTUpOKCUH HaTpus (KomMmepdyeckue HasBaHus JI-TupokcuH, DyTu-
poxc, barotnpoxkc) coBepiieHHO UISHTUYEH MPUPOJIHOMY TOPMOHY YeIOBe-
Ka TUPOKCUHY, UTO SIBJISIETCS TIaBHBIM €T0 TTPENMYIIIECTBOM TIepel APYTUMU
CUHTETUYECKMMU TIpenapataMu. KpomMe Toro, rmocie npruema JIeBOTUPOKCH-
Ha B KPOBM CO3IAETCS «IEIO» ITOTO IperrapaTa, KOTOPOe PacXoayeTcs Io
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Mepe HeOOXOOMMOCTHU ITyTeM ACMOAMPOBAHMSI TUPOKCUHA M IIPEBpAICHUS
ero B T;. Takum oOpa3zom ygaeTcst n3dexaTh BLICOKUX, TUKOBLIX ypoBHel T,
B KPOBH.

Bcio cyTouHylo 103y JIeBOTUPOKCHHA HEOOXOAMMO JaBaTh yTpoM 3a 30—
40 MMH 10 3aBTpakKa, ¢ HEOOJbIIUM KOJIMYECTBOM XKUIAKOCTU. MajleHbKUM
JeTSM IperapaTr JOIyCTUMO JaBaTh BO BpeMs YTPEHHEI0 KOPMJICHUS B pac-
TOTYCHHOM BHIIE.

B cayyasx Tsokesbix hopM TUIIOTHpPEO3a JIeueHUe clieayeT HauMHaTh C MU-
HUMAaJIbHBIX 03 JEBOTUPOKCHHA, He Ooyiee 25 MKT/CYT, YBEIMYMBAs 03y
Kaxaple 7—10 mHeli, moka oHa He JOMAET A0 ONTUMAJIbHOM.

Pacuer 103b1 J1IeBOTHPOKCHHA:

e Yy JOHOIICHHBIX HOBOpoxXaeHHbIX 10,0—15,0 mkr/kr/cyr wmmu 150—

200 MKr/m?;

e Y HEIOHOIIIEHHbIX HOBOPOXIeHHbIX 8,0—10,0 MKr/Kr/cyT;
e y gereii crapie 1 roga 100—150 Mxr/m2.
CM. Takke Taou. 8.

Ta6nuua 8. OpneHTNPOBOYHbIE 103bI IEBOTUPOKCUHAY IETEN C BPOXKAEHHBIM MMNOTUPE030M

Bospact B mkr/kr/cyr B mkr/cyr

Henonomennsie 8,0—10,0
HOBOPOXIEHHbBIE

0—3 mec 10,0—15,0 15,0—50,0
3—6 mec 8,0—10,0 15,0—50,0
6—12 mec 6,0—8,0 50,0—75,0
1—3 ronma 4,0—6,0 75,0—100,0
3—10 ner 3,0—4,0 100,0—150,0
10—15 ner 2,0—4.,0 100,0—150,0
Crapiie 15 et 2,0—3,0 100,0—200,0

OO0 ameKBaTHOCTU I03HI JIEBOTUPOKCHHA CYIST 110 KIMHAYECKOMY COCTOSI-
HUI0 peOeHKa (OTCYTCTBHE CUMITTOMOB THUIIO- Y TUIIEPTUPE03a), YPOBHSIM CBO-
o6onHoro T, u TTT B ceiBopotke. I1pu BI'y geteit no 1 roga aGCOMOTHBIM MO-
KazarejeM aIeKBaTHOCTH JICUCHUS CIIY>KUT HOPMaJIbHEIN YPOBEHb CBOOOIHO-
ro T,, y neteit Goyiee crapuiero Bo3pacta — HOpMasbHbI ypoBeHb TTT.

Kputepuu anekBatHocTu Jeyenus BI':

e HOpPMaJIbHBIN YPOBeHb CBOOOMHOTO T, (HOpManau3yercs depe3 1—2 Heme-

JIA TocJie Havyaia JeueHus);

e HOopManbHBIN ypoBeHb TTI (Hopmanu3syercs uyepe3 3—4 Hemenu Tociie

Hayaja JIeYeHUsI);
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e TIOKa3aTen (PU3MUYCCKOIO Pa3BUTHS B Mpelnesiax HOPpMaJIbHBIX 3HaYeHUI
(SDS pocrta, ckopocTu pocTa, Macchl Teja);

e IICUXOMOTOPHOE Pa3BUTHE peOEHKA COOTBETCTBYET BO3PAcCTy;

e HOpMaJIbHbIC TTOKa3aTeau TuddepeHINPOBKI cKelleTa (COOTBETCTBUE KO-
CTHOTO BO3pAacTa MacropTHOMY).

JleueHue TPaH3UTOPHOro rMNOTUPEO3a

C y4eToM TsKebIX ocioxHeHuid BI' mpy OTCYTCTBUM paHHEro JeYeHUs pe-
KOMEHIyeTCsl HaUMHATh TepaIMio KaK MOXHO paHbllie B COOTBETCTBYIOIIMX
BO3pacTy J103aX C IIOCTOSSHHBIM KOHTPOJIEM FOPMOHAJbHOIO IMPOGUIIS.

TpaH3uTOpHASI TUIIOTUPOKCUHEMUSI MOXKET MPOXOAUTb CAMOCTOSITEIbHO
MPU UCYE3HOBEHUU BbI3BaBIUEH €€ MPUYUHBI.

B comMHMTENBHBIX CIydasix B Bo3pacTe Iocjie 1 rofa IMpOBOAUTCS YTOYHE-
HUe auarHosa. PebeHky Ha 3—4 Hemeau OTMEHSIIOT JIGBOTUPOKCHMH M Ha
«quctoM ¢boHe» ompenaestoT yposHu TTI u cBodonHoro T,. Ilpu monyue-
HUM HOPMaJIbHBIX ITOKa3aTesiell JieueHne He BO30OHOBIISIETCSI, a KOHTPOJIb-
HbI€ OCMOTPHI C OMNpPeaeJeHUEM YPOBHS TOPMOHOB B CHIBOPOTKE MPOBOASTCS
yepe3 2 Henelnu, 1 1 6 MecsleB ITocje TpeKpalleHus JeYeHMsI.

Ecam mmarno3 BI' moaTBepkaaercs, jeueHue JIEBOTUPOKCUHOM TIPOI0JIKa -
IOT C IOCTOSIHHBIM KOHTPOJIEM 3a aleKBaTHOCTbIO MOJy4aeMoOil peOeHKOM
J03bI Mperapara.

Buaumanme: ecitu ypoBenb TTIT Ha ¢oHe Tepanmum Korga-MOO TTOBBITIIAJICS
BCJIECTBUE HEAOCTATOYHOM 103bl IEBOTUPOKCUHA WJIM HAPYILIEHUSI CXEMbI €ro
rprieMa, IpepbIBaTh JIeYeHUE /11 YTOUHEHUs TarHo3a He pEKOMEHIyeTCs.

B stom ciyyae nuarHo3 BI' He BbI3bIBaE€T COMHEHMSI.

[vcnaHcepHoe HabnoaeHe 1 NporHos

Hetu ¢ BI' TpeOyIOT MOCTOSTHHOTO KOMILIEKCHOTO YIyOJeHHOTO Hadaoae-
HUS Y CHELIMAJIMCTOB pa3Horo npoduis (3HIOKPUHOJIOTa, HeBPOMaToJIora,
cypaoJiora, Jororena, Heliporncuxojora u ap.). CpoKu IMCIIAaHCepPHOIO Ha-
omoaeHus gereit ¢ BI' npuBeaeHsl B Tad. 9.

ITporHo3 B oTHOIIEHUN Helporicuxuueckoro pa3sutus npu BI' 3aBucur
OT MHOXeCTBa (PaKTOpPOB.

HccnenoBatenu Bo BcexX CTpaHaxX CXOMSTCS BO MHEHUM, YTO OIPEAEIsTIO-
UM (aKTOpPOM OIITUMAJbHOTO MPOTHO3a, 0E3YCIOBHO, SIBSIOTCS CPOKU
Havajia 3aMeCTUTeIbHOI Tepanuu BI', XOTs psim aBTOpOB yKa3bIBaIOT, 4YTO
Jaxe IMpY paHHEeM HaJaJlie JiedeHUsI Y HeOOJIBIIION YacT! JeTel Te U UHbIE
HapylleH!s] MHTEJJIEKTa Bce ke coxpaHsiorcs. OueHb BaXHBIM (haKTOpOM
SIBIISICTCSI aeKBAaTHOCTD JICUYCHMSI Ha IIEPBOM TOMYy XKU3HM. Y IeTeil, Moay-
YaBIIMX HEAOCTATOUYHOE JieUeHME B IEPBbIM TOJ KU3HU, PE3yJbTaThl ObLIN
Xye BHE 3aBUCMMOCTH OT TSDKECTM MCXOMHOIO TMIIOTUpeo3a. Takum obpa-
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Ta6nuua 9. [IncnaHcepHoe HabntoaeHne AETEN C BPOXKAEHHbIM FUMOTUPEO30M

Bo3moKHbIE BbIsIBIsIEMbIE
nedexTb

Cpoku npoBeaeHust

OcMOTp AETCKOro 2HI0-
KpuHoJora (meauarpa)

T'opMoHasIbHbIE HCCIeN0-
Banus (TTT, cBoGom-
Hblit Ty)

OO0muMit aHaIu3 KPOBU

Buoxummnueckuii aHanm3

KpOBHU

WccnenoBaHue ypoBHsI
TUPEOrI00yIMHa

BKI

Y3U mmToBuaHOM
KeJe3bl

DxoKTI

VY3 nouek

PentreHorpadust kucreit
PYK

210

Ilocne ycTaHOBIIEHUST TMAaTrHO-
3a — Kaxiple 2 Hel 0O 3 Mecs-
1eB, gagee 1 pa3 B 2—3 mecsua
B 1-ii rox XU3HU.

Co 2—3-ro roga — 1 pa3 B

6 Mecs1eB

INocne ycTaHOBIIEHUST TUATHO-
3a — Kaxjable 2 Hel OO0 3 Mecs-
1eB, majiee 1 pa3 B 2—3 mecsiia
B 1-1i roa XU3HU.

Co 2—3-ro roga — 1 pa3 B

6 MecsieB (IIpyM HOPMaJbHOM
ypoBHe TTT)

B teyenue 1-ro roma >Ku3HU,
YacToTa OMpenessieTcs] MHAUBU-
JyaJIbHO

B teuenne 1-ro roga KuU3HU,
4acTOTa OINpeAesseTcss MHINBU-
JyaJIbHO

ITo nmokazaHusiM

B teyeHue 1-ro roma >KusHu

Ilocne ycTaHOBIIEHMST THATrHO-
3a; KOHTPOJIb — B BO3pacTe

1 rona.

IIpu Hanuuuu 306a — 1 pa3 B
6—12 mecsiiieB

B teyeHue 1-ro roma >Ku3HU

B Teuenue 1-ro roma XKu3HU

1 pa3 B rox

3anepxka pocta (1pu OTCYTCTBUU
JledeHHust Ha 3—6-M Mecsile Ku3-
HH), XOHAPOAUCTPO(DUIECKUE TTPO-
MOPLIMK; OTCTaBaHUE TICUXOMOTOP-
HOTO pa3BUTHSI; YacThble pecrupa-
TOpHBIE 3a00JeBAHUU, aHEMUST

ITpu nteppuunom BI' yposenn TTI
3HAYUTEJBHO IOBBILLIEH, YPOBEHb
cBobonHOro T4 CHUXEH.

[Tpu BTOpryHOoM BI" ypoBens TTT
B HOpME (MOXET OBbITb CHIXEH
WM YMEPEHHO MOBBILIEH), YPO-
BeHb cBOOOAHOrO T4 CHUXEH

AHeMUSI — HOPMOXPOMHasl HOp-
MOLIMTApHAas1, TUIIOXPOMHAsI XKeJle-
301eULUTHAsI, MAaKpOLIUTapHasl,
By,-neduuurHas

lunepxosecTepuHeMust, AUCTUTIN-
JeMUsT

3HauYMTEIbHO CHWXKEH TIPU aruia-
3un LK.

YMepeHHO CHMXXEH TpPU IKTOMUU

K

VYMeHbIlIeHUE aMILTUTYIbI KOMII-
snekcoB QRS, Gpanukapmust

Arasusi, TUTIOTLIA3Ksl, SKTOMHSI
LK, MHOTOY3/10BOI 300

BpoxaeHHble TOPOKU Pa3BUTHS;
BBITIOTHBIN MEPUKAPINT, CHIXKE-
HHME COKPATUTEIbHOI CITOCOOHOCTU
MHOKapaa

BpoxneHHbIe TTOPOKU Pa3BUTHS

OtcraBaHKEe KOCTHOTO BO3pacTa
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Tabnuua 9 (okoHYaHue). [ncnaHcepHoe HabnaeHne feTen ¢ BPOXAEHHbIM rMNOTUPE030M

Cpoku npoBeaeHust

BosmoxHble BbIsB/IsieMble
nedexTbl

PentreHorpadust koneH- B mepuon HOBOPOKIEHHOCTH
HBIX CYyCTaBOB, CTOIT

29I B 5 ner

OcMoTp HeBporaroJora Ha 1-m roay xusHu — 1 pa3 B
3—6 MecslIeB; najee 1Mo MmoKa-
3aHUSIM

OcMOTp OKyaucTa Ha 1-m roay xuszHm —
1—2 paza B roa; gajee 1o ro-
KazaHUsIM

OcMoTp oTonapuHrosiora B TeyeHue 1-To roma Xu3HU,
nanee 1o nmoka3zaHusIM

OcmoTp cypaoJiora B 12 mecsueB (paHee — 1o mo-
Ka3aHMSIM)
OcmoTp Jnoromena B 4—5 ner

PaguounsoronHoe ckanu- B 5 jmer
poBanue K

OcMmoTp ricuxojora, Heii- [lepBuunslit B 1—1,5 rona; mo-
poricuxosiora BTOPHO B 5 JieT (Mpu HEoOXo-
JMMOCTHU PaHbIIIE)

MPT rosnoBHOro Mo3ra ITo mokazaHusiM

INyukunonnas 6uonicus  [lo mokazanusiM (Ipu MHOTO-
2K Y3JI0BOM 300¢)

Hapymenue occuduxkaimm anu-
(u130B GempeHHBIX KOCTEl, Ky0o-
BUIHBIX KOCTE CTOIT

JAunddysHoe 3amemieHne puT™Ma,
CHIKEHUE €T0 aMILIUTYIbI, YIUTH-
HEHUE JIATEHTHOTO MePHUoIa BbI-
3BaHHBIX 3PUTEJIbHBIX U CIYXOBBIX
MOTEHLINAIOB

3anepxkka NMCUXOMOTOPHOTO Pa3BU-
THSI; ATAKCUsl, HAPYIIEHUE KOOP/IH-
HAIlMU IBUXEHUH, CriacTuyecKast
JUTJIETUSI, TUITOTOHUST

Kocornasue

Hanuuue skronuposaHHoit LK B
KOpHE SI3bIKa

HeiipoceHcopHas TYrOyxoCTh

Hapymenus peun (OT JIeTKUX I0
TSIKEJTBIX)

Annasus, skronus 2K

3ajepkKa MHTEJUIEKTYaJIbHOTO
Pa3BUTHS; CHUXKEHUE OOIIEro WH-
TeJIJIEKTa; YXyIIIeHNe KPaTKOBpe-
MEHHOU MaMsaTh

T'uneprnasus runodusa npu ae-
KoMneHcupoBaHHOM BI'; yMeHb-
IIEHWE pa3MepOoB TUIIIIOKAMITa, Ha-
pYILIEHWE CTPYKTYPhI TOJIOBHOTO
Mo3ra

Hanumuue agenomarosa LLI2K; mck-
JIIOUEHKME MaJUrHU3aLun

30M, 3a HEKOTOPBIM UCKITIOYCHUEM, BCC IC€TU C BPOKACHHBIM IT'MIIOTUPEO30M
IIpHU paHHEM M aA€KBATHOM JICHCHUHN HUMCIOT BO3MOXKHOCTb AOCTHUYDb OIITU-

MaJIbHOT'O MHTCJUICKTYaJIbHOI'O Pa3BUTHUA.
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Mpunoxenue 1. Knaccudnkaums BpoOXXAeHHOro runotmpeosa [20]

1. IlepBuuHbIii TUNOTHPEO3

A. JlucreHe3usl IUTOBUIHON Keje3bl: SKTOMNS, AIIA3Ms, THIIOIIA3Ms, TeMAareHe3nst
AccouunpoBaHbl ¢ mytauusiMu reHoB TTF1, TTF2, NKX2.1, NKX2.5, PAX-8, PAX-9 — B 2%
clrydaes.

[MpruuHbl Heu3BecTHBI — B 98% ciydaes.

B. /IucropmoHoreHe3 (HapylieHHMe CMHTEe3a THPEOMIHBIX TOPMOHOB)
ACCOLIMMPOBAH CO CIEAYIOIIUMU TeHETUUECKUMHU AedeKTaMu:
e nedeKT HaTpuii-ilomHoro cummnoprepa (NIS);
e neheKThl EPOKCUAA3DI:
o nedeKThl CMHTe3a TepekrucH Bogopona (Mytaiuu reHoB DUOX2, DUOXA2);
o nedekT neHapuHa (cuHapom [leHnpena — myrauus reHa PDS);
o nedeKT CUHTe3a TUpeoriodyanHa (mytauus reHa 71G).

B. Pesucrentocts Kk TTT
AccouuupoBaHa ¢ MyTalMsSIMU T€HOB:
e nedexr rena peuenropa TTT;
e wmytanmu G-MpoTenHa: TCeBIoruIonapaTupeos3 Tumna la.

2. IlenTpajbHblii TUNIOTHPEO3 (BTOPHYHDI THIOTHPEO3)
A. U3oampoBannas Hepocraroynocts TTT (MyTauuuy rena, konupytouiero B-cyobeauuuity TTT).

b. Henocrarounocts TPT': n3oaupoBaHHasi, CHHAPOM TMOBpEXACHUS TUNOMU3apHON HOXKH,
MOBpEeXIeHWEe TUIoTalamyca (HarpuMep, raMapToMa).

B. PesucrentHocts K TPI' (MyTammu peuieniropa TPI).

I'. F'nnoTupeo3, BbI3BAHHBI HEJOCTATOYHOCTHIO (hAKTOPOB TPAHCKPUIIIMM, BOBJIEYEHHBIX B MPO-
1ecchl pa3sBUTHA WM (PYHKIMOHMPOBaHUS runodusa (Myrauuu reHoB HESX1, LHX3, LHX4,
PIT1, PROPI).

3. Ilepucpepuyeckuii runoTHpeo3
A. Pe3UCTEeHTHOCTb K THPEOWIHBIM TOPMOHAM (MYTALIMM TUPEOMIHOIO pelentopa f3).

b. Hapymenue Tpancnopra TupeouIHbix ropMmoHoB (cuHapom Allan—Herdon—Dudley — my-
tauust reHa MCTS).

4. CunapomajbHbie (hOPMbI THIIOTHPEO3A
A. Cunapom Ilenapena (rumotupeos, TyxoTa, 300) — mytaius reHa PDS (nedekT neHapuHa).

B. Cunnpom Bamdopra—Jlazapyca (rumotupeos, paciieanHa MSATKOTO Heba, BOJIOCHI ¢
OCTPBIMU MPSIAsIMU) — MyTauus reHa TTF2.

B. Koxepa—/Iebepa—Cemuianka cCHHAPOM (MbIIIeYHAsT TICEBAOTUIIEPTPOGDUSI, TUTIOTUPEO3).
I'. DKTonepMabHas AMCIUIA3MSA, TMIIOTHIPO3, TMIIOTHPEO3, MIMAPHAS AUCKHHE3MS.
. JlodpokayecTBeHHAS XOpesi, THOTHPEO3.

E. XopeoareTro3, (runotupeo3 — HeOHATAJIbHbINA PECIUPATOPHBINH TUCTPeCC-CHHAPOM) — MYyTa-
unu reHoB NKX 2.1/TTFI.

K. Oxupenue, KOJMT (THIOTHPE03 — TUNEPTPoGuUsA MUOKAPAA — 3a/IePKKA NCUXHUYECKOro pas-
BHTHS).
5. TpaH3UTOpPHBII THIOTHPEO3
A. Tlpuem MaTepblo aHTUTUPEOUIHBIX MPENapaToB.
B. TpaHcraneHTapHbIil TIepeHOC OJIOKMPYIONIMX aHTUTeN K peuerntopy TTT.
B. Jledbunuur mnm n30bITOK Hoga y MaTepu UM HOBOPOXIEHHOTO.
I'. l'ereposurorusie Mytauuu reHos THOX2 unu DUOXA2.
JI. BpoxjieHHasi reMaHrMoMa TeuyeH! WM FréMaHTMOdHAO0TeTMOMA.
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CnMCoK coKpaLLeHu

AnAT  — anaHmHamMuHOTpaHcdepasa

AcAT  — acmapratamMuHOTpaHcdepasa

AT-pTT — aHTUTeNa K pelenTtopaM TUPEOTPOITHOIO ropMOHa
KKT — XeJTYyIOYHO-KMUIIIEUHBINA TPaKT

HIIBC — HecTepoumHble IIPOTUBOBOCHAINTEIbLHBIC CPEICTBA
OPBU — octpas pecnivpatopHasi BUpyCHast MH(MEKIUS
InTr — HapaTUPEOUTHbIA TOPMOH

TTT — TUPEOTPOITHbIA TOPMOH

Y3Uu — YJbTPa3BYKOBOE HCCIEAOBaHUE

T; — TPUUOATUPOHUH

T, — TUPOKCUH
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MeTononoruga

MerToapl, UCTIOb30BaHHbIE I COOpa J0KA3aTeIbCTB:
e TIOMCK B 3JIEKTPOHHBIX 0a3ax MTaHHbIX.

Onucanue MeTO0B, MCMOJB30BAHHBIX ISl COOPA/CesieKINN A0KA3aTeIbCTB

Joka3zaTeapHON 0a30il Mg peKOMEHIAIWA SBISIOTCS MyOJMKalluy, BO-
menmue B KoxpeiiHoBckyio OubamMoreky, 0a3bl gaHHbIX EMBASE un
MEDLINE. I'myouna moucka coctaBmia 10 set. ba3oBbIM JOKyMEHTOM JIJIsI
JMAHHBIX PEKOMEHIALIUI MOCTYXXUIN OMyOJIMKOBaHHbIe B HOsiOpe 2011 1. pe-
KOMeHIauuu AMEPUKAHCKOW TUPEOUAHON accouuanuu U AMEpUKaHCKOMN
accolManvy KJIMHUIECKUX SHIOKPHHOJIOIOB MO ATWATHOCTUKE U JICUCHUIO
tupeotokcuko3a «Hyperthyroidism and Other Causes of Thyrotoxicosis:
Management Guidelines of the American Thyroid Association and American
Association of Clinical Endocrinologists».

MeToapl, UCNOJb30BAHHDbIE /JIS OIIEHKH KAYeCcTBAa U CHJIbI I0KA3aTe/IbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OlIEHKAa 3HAYMMOCTU B COOTBETCTBUM C PEHTUHIOBOI cxemMoil (Tabma. 1).

Ta6nuua 1. PeiTHroBas cxema [ns OLEHKK YPOBHA 10KAa3aTENIbCTB

Tun oneHku OnucaHue OLEHKH
Cuna 1 CusibHast peKoMeHalus («3a» WIN «[IPOTUB»): MOAXOAUT ISl 00JIb-
]:)CKOMCH,Z[aL[HfI IIMHCTBA ITAIITMCHTOB B OOJIBIIIMHCTBE CHTyaHHﬁ.

Pe3yibTaTUBHOCTH BO MHOTO pa3 MPeBbIIAET PUCKU (MU HA0OOPOT)

2 Cnabasi peKOMEHIAIMS («3a» WIN «[IPOTHB»): HAWIYIIINI BapUaHT
BElleHUSI MAlMeHTa 3aBUCUT OT OOCTOSITEIILCTB U COCTOSIHUSI TTAllUEHTA.

3(1)(1)6KTI/IBHOCT]> METoAa U PUCKU COITOCTaBUMBbI MJIM HAXOIATCA B CO-
CTOSAHUUW HEOIIPCACIICHHOCTU

KauectBo +++ Bblcokoe kauecTBO; j0Ka3aresnbHas 0a3a He SIBJSIETCS] CMELIeHHOI

000CHOBaHMS OIIEHKOM, OOBIYHO TaKasi peKOMEHIAIMS MTOATBEPKIAETCS BHICOKOKA-
YECTBEHHBIMU PAaHIOMU3UPOBAHHBIMU MCCIEA0BAHUSIMU, KOTOpPbIE 1a-
10T MOCTOSIHHBINM Pe3yJIbTaT, HANPSIMYIO PUMEHUMBI B KaXKIOM KOH-
KPETHOM CITyJae

++  CpenHee KayeCTBO; PEKOMEHIALIMU OCHOBAHbI Ha UCCIIEIOBAHUSIX,
MMEIOLIMX METOA0JIOTMYeCKUe HETOUHOCTH, M/WJIK TTOKA3bIBAIOIIMX
HEIOCTOSIHHBIN pe3yJbTaT

+ Hu3koe xayecTBO; onucaHue KIMHUYECKUX Cj1y4yaeB MJIM HECUCTEMA-
TUYHBIE KIIMHUYECKKUE HAOIIONCHUS

MeTtoapl, UCNOJIb30BAHHDBIE IJI AHAMNU3A 10KA3aTeNbCTB:

e 0030pbI ONMyOJIMKOBAaHHBIX METaaHaJU30B;

e KJIIMHWYECKNE PEKOMEHIAUWN AMEPUKAHCKONH THUPEOUTHON accOoMalny
1 AMEpUKAHCKOM accolMaluy KIMHAYECKUX SHAOKPUHOIOIOB IO AMar-
HOCTUKE U JICUEHUIO TUPEOTOKCUKO3a;
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e cHCTeMaTHYecKue 0030pHI C TaOJMIIAMU JOKAa3aTebCTB.

OnucaHue MeTOA0B, UCNOJb30BAHHBIX IS AHAJIM3A J0KA3aTeIbCTB

[Ipu oTOope TyOMMKaIMii Kak BO3MOXKXHBIX MCTOUHUKOB JOKA3aTeIbCTB HC-
MOJIb30BaHHAS B KaXKIOM MCCIICAOBAHUKM METOMOJIOTHSI M3YyJaeTCsl C IEJIbIo
yOenUThCS B €€ BaIMAHOCTU. Pe3ynbraT n3ydeHus BIMSIET Ha YPOBEHb J0Ka3a-
TEJIBCTB, MMPUCBAMBAaEMBbIN ITyOIMKAIIM, YTO B CBOIO OUepelb BIMSET Ha CHUILY
BBITCKAIOIINX U3 Hee PeKOMEHIALINIA.

Metononornyeckoe u3yyeHue 0a3rupyercsl Ha HeCKOJbKMX KJIIOUEBBIX BO-
pocax, KOTOphie C(pOKYyCHMpOBaHBI HAa TeX OCOOCHHOCTSIX IU3aiiHa MCCIen0-
BaHUSI, KOTOPbIE OKa3bIBAIOT CYILIECTBEHHOE BIMSHME HA BaJUTHOCTH pe-
3yJIbTaTOB U BHIBOAOB.

Ha npoluecce olieHKM cKa3bIBAIOTCS U CYObEKTUBHbIE MOMEHTHI. JIJIs1 M-
HUMM3aLNM BO3MOXHBIX OIIMOOK KaXKIoe MCCIeHOBaHUE OLICHUBAJIOCH ITO
MEHbIIIel Mepe ABYMsl WieHaMu pabodeii Tpynmbl. Mmeronuecs pa3anyust
00CyXIaJIMCh BCEI IPyMIIoi 3KCIEPTOB.

Tabmuupl 10Ka3aTeNbCTB

Tabnuibl 1oKa3aTeIbLCTB 3aIOJHSIMCH YJeHaMU paboueit TPYIIIbI.

MeToapl HCIIOJIb30BAHHBIE 151 (DOPMYJIMPOBKH PEKOMEHIAIIMIA:

e KOHCEHCYC 3KCIIEPTOB.

Numukaropsl Haanexameil npaktukn (Good Practice Points — GPPs)

PexoMmennmyeMast Hagexkamiass IpakKTuKa 0a3supyeTcsl Ha KIMHUYECKOM
OITBITE YJICHOB paboyeil IpyIITbl IO pa3pabOTKe KIMHUYECKMX PEKOMEH-
Jit:0187078

DKOHOMUYECKHIA aHAIN3

AHa/n3 CTOMMOCTH He TPOBOJIUIICI, W IyOJMKALMU 110 (papMaKOIKOHO-
MUKE He aHaJIM3MPOBaJICh.

MeToapl BATMIN3ANKMN PEKOMEHIANIT
e BHEIIHSISI SKCIIEPTHAsT OLICHKA;

e BHYTPEHHsISI 9KCIIepTHAsI OLICHKA.

Onucanne MeTOA0B BAIMAM3ANNHA PEKOMEHIAIMIA

[IpenBapuTenbHast Bepchsl KIMHUYECKUX PEKOMEHIALMIA OblIa pa3ociaHa
HE3aBUCUMBIM 3KCIIepTaM [JI OLIEHKM TOro, HAaCKOJbKO HHTEepPIIpeTalius
MIOKAa3aTeIbCTB, JIEKAIIIMX B OCHOBE PeKOMEHIALIMIA, JOCTYITHA ISl TIOHMMA-
Hus. [loirydeHHbBIe 3aMeYaHUsI 1 KOMMEHTAPUH CO CTOPOHBI ITPAKTUYECKUX
Bpayeil B OTHOIIIEHUU TOXOAUYMBOCTU M3JIOKEHUs MaTepuayia ObUTH YYTSHBI
IpU 10pabOTKEe PEKOMEHIALIWIA.

[TpenBapuTenbHast Bepcust KITIMHUUECKUX peKOMeHAalMii Obljla HaIlpaBlie-
Ha PEeLEeH3EeHTYy, He UMEIIeMy MEIUIIMHCKOTO 00pa30BaHMs, IJIs MOIyde-
HUSI KOMMEHTapHUeB ¢ TOUYKM 3peHUsI ITallieHTOB.

Bce xoMMeHTapuu, MOJIy4eHHBIE OT 9KCIIEPTOB, ObUIM CUCTEMATU3MPOBa-
HBI 1 TI03Xe 00CYXIEeHbI WIeHAMH paOoueil TPYMIbl U YUYTEHBI IIPY MOIT0-
TOBKE OKOHYATEJIbHOM BepPCUN KIMHUYECKUX PEKOMEHIAIIMIA.
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KoncyabTanum U 3KCnepTHAs OIEHKa

IlocnenHue M3MeHeHUsS B NaHHbIE KIMHUYECKUE PEKOMEHIAIMM ObLIU
BHeceHbI 111 oocyxaeHust Ha VII MocKOBCKO# TopoACcKOil HaydyHO-IpaK-
TUYECKOU KOH(MEpeHIUN «DHIOKPUHOJIOTUYECKUE aCTIEKTHI B MeauaTpUun»
12 nexabps 2013 r. I1peaBaputenbHas Bepcus Obljia OnyOIMKOBaHa JJIs IITH-
pokoro obcyxnenus Ha caiite @®I'BY DHIl MwunsapaBa Poccun.

ITpoexT pekomMeHmaurii ObUT peleH3uPOBaH TaKKe HE3aBUCUMBIMU DKC-
rnepTamMuy, KOTOPBIX IOIMPOCHIM MPOKOMMEHTHUPOBATh, MpeXIe BCEro, I0-
XOMYMBOCTb M TOUHOCTb MHTEPIIPETALIMU JOKa3aTeJIbHOM 0a3bl, JIexXalleil B
OCHOBE pEKOMEHIALINNA.

Pa6Goyas rpynmna

71 OKOHYATeIbHOM peaaKIIM M KOHTPOJISI KauyeCcTBa peKOMEHIALINN Obl-
JIU TIOBTOPHO IPOAHAJIU3UPOBAHBI YJE€HAMW pabodell TPYyMIbl, KOTOpPbIE
MPUIUIM K 3aKJIOUYEHUI0, YTO BCE 3aMeYaHUsI U KOMMEHTapuu 3KCIIEPTOB
MPUHATH BO BHUMaHHUE, PUCK CUCTEMATHYECKUX OIIMOOK MpHU pa3paboTKe
peKOMeHAALNi CBeleH K MUHUMYMY.

OcHoBHbIE PEKOMEHIAINH

Cuna pexomeHganuii (1 1 2), KauecTBo 000CHOBaHUSA (+++, ++, +) ¥ MH-
nuKaTopbl Hamaexamei npaktuku (GPPs) mpuBoasitTcss mpu U3M0XKEHUU
TEKCTa PEKOMEHIAIINMA.

Onpepenexne

TupeoToKcuko3 (TUMEPTUPEO3) — COCTOSTHME, OOYCIOBJIEHHOE TMOBBIIICH-
HBIM YPOBHEM THUPEOMAHBIX TOPMOHOB B KpoBu. Hauboiiee yacToii mpuam-
HOI1 rureptupeoo3a (B 95% ciyyaeB) Kak y A€Teil, TaK U Y B3POCIIBIX SIBJISI-
eTcst 0oJie3Hb ['peiiBca. Bee m3BecTHBIE HAa CETOAHS MPUYMHBI TUIIEPTHUPEO3a
MpeAcTaBlIeHbl B Ta0M. 2.

Tabnuua 2. Mpu4nHbI NOBbILLEHNS YPOBHSA TUPOKCUHA (T4) B CbIBOPOTKE

JunddysHbiii Tokcuuecknii 3060 (6osne3Hb ['peiiBca): TumepTupeos, o0yCIOBICHHBIN BHIPAOOT-
Koii antuten K pITTT (TTT4, WTTT, ™7 anturena k pTTID)

DHIOTeHHBI TUIEPTUPEO3:
e 0ose3Hb Mak-Kbiona—O:bpaiita;
e coMaTuueckue akTuBupytomue mytauuu pTTT;
o (DYHKIMOHAJIbHASI aBTOHOMMUSI IIIMTOBUIHOM JKeJie3bl;

© MHOI'OY3JIOBOI TOKCUYECKMIA 300 He BCTPEYAETCs
TTI-3aBUCUMBI TUIIEPTUPEO3:
o TTT-npoayuupyiomas ageHoma runodusa (- Ty, TTITTI);

® PE3UCTEHTHOCTb K TUPEOUIHBIM ropMoHaM (- Ty, 1 wm HopmanbHEIT ypoeHs TTT)
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Tabnuua 2 (okoH4aHue). [TpUHMHbI NOBbILLEHUS YPOBHS TUPOKCKHA (T4) B CHIBOPOTKE

TupeoTtokcukos 6e3 TurnepTupeosa (TT4, iTTF):
® XDPOHUYECKUI ayTOUMMYHHbBIN TUPEOUIUT;
© [IOJIOCTPBIN TUPEOUINT, 6€3001eBO TUPEOUINT;

® [IepeI03MPOBKaA MpernapaToB TUPEOUTHBIX TOPMOHOB

[MosbieHue yposus B-XI'Y:
® OEPEeMEHHOCTD;
® BHEMATOYHasi GepeMEHHOCTD;

o IMy3bIPHBI 3aHOC

[ToBblllIeHHE YPOBHSI TUPOKCUH-CBSI3bIBAIOILETO M100YIMHA (TT4, TTT B npenenax HOPMBbI):
® [IpUEM OpaJbHBIX KOHTPAIIETITUBOB;

® OEpEeMEHHOCTh

pTTI — peuentopel TTI; TTIT — TupeorponHelii TopmoH; T, — TupokcuH; B-XI'Y —
B-cy0benMHULIa XOPMOHUYECKOTO TOHAIOTPOIIMHA YeJ0BeKa.

bonesns I'peiiBca (6ose3nb baszenona, nuddy3HbIIM TOKCUUECKU 300) —
CUCTEMHOE ayTOMMMYHHOE 3a00JieBaHUE, pa3BUBalOlIeecs BCIEICTBUE BbI-
pabOTKM aHTUTEN K PeLenToOpy TUpeoTpornHoro ropmoHa (AT-pTTT), xim-
HUYECKM TIPOSBIISIETCS MOPaKeHHEM IIMUTOBUIHOM KeJie3bl C Pa3BUTHEM
CUHApPOMa TUPEOTOKCUKO3a B COYETAHUU C IKCTPATUPEOUIHON TMaToIoTuei
(odTanmpMoIIaTHsI, MOpaXkeHNe CEPACUHO-COCYINCTON CUCTEMBI, COITPOBOXK-
Jaroleecs Taxukapaueit, u ap.). bonesnsb I'peiiBca siBiasieTcs MHOrogakTop-
HBIM 3a00JIeBaHUEM, TP KOTOPOM I'€HETUUECKU 00YCI0BIEHHAss UMMYHHas
peakuus ormocpenyeTcs pakTopaMu OKpyxKaroleil cpembl. Hapsioy ¢ aTHH-
YECKU aCCOLIMMPOBAHHOM T€HETUUYECKON MpeapacIosioKeHHOCThbIO B IaTO-
reHese Oosie3Hu I'peiiBca orpeaeeHHOE 3HAYeHUEe MPUAACTCS TICUXOCOIIM-
AJIbHBIM 1 9KOJIOTMYECKUM (DaKTOpaM.

B Poccuu B KayecTBe CMHOHMMA TepMMHa «0osie3Hb I'peiiBca» Tpaguiy-
OHHO WCITOJIb3YeTCSd TepMUH «TU(PGY3HBIN TOKCUUECKUI 300», XOTS 3TO He
BCErIa TaK: C OMHOM CTOPOHBI, YBEJIMYCHMS IIIUTOBUIHON KeJIe3bl MOXET He
OBITh, C ApYyroii — 300 MOXeT ObITh HenUPPy3HbIM. OMHOBPEMEHHOE COYE-
TaHNE BCeX KOMIIOHEHTOB CHCTEMHOIO ayTOMMMYHHOTO IIpoliecca BCTpeda-
€TCsI He BCEerlIa M He SBJISIeTCS 00s13aTeIbHBIM UISI ITOCTAHOBKM OUAarHO3a.
B GonbimHCeTBe ciayyaeB HauOoJblllee KIMHUYECKOE 3HAUYCHUE TIpU 00e3-
Hu ['peiiBca MMeeT mopaxkeHUe IIUTOBUIHON KeJIe3bl.

Bonesns I'peiiBca Briepsoie Obl1a onucana B 1786 1. K. ITappu. IlepBoe
3¢ GeKTUBHOE JIeYeHUE — TUPEOUIIKTOMMST — OBLIO pa3padboTaHO U B Aallb-
HeieM ycoBeplieHcTBoBaHO T. Koxepowm, 3a uto oH Obu1 yamoctoeH Hobe-
JIEBCKOW TIpeMUU B 00JaCTU MeIUUMHBI U (pusuogoruu B 1904 r. B 1941 r.
Xeptu 1 Pobeptc (Maccauycerckuii rocniutaib) U 'amunbToH ¢ JloypeHcoM
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(YHusepcuret B bepkiu, KanudopHusi) BriepBble MCIMOJb30BAIN PaaNOaK-
TUBHBII n3oron noaa "' mig neyenus runeprupeosa. B 1951 r. T. ActByn
BIIepBbIe MoKa3asl 3((GEeKTUBHOCTS THOHAMUIOB IPU TUIIEPTUPEO3E.

B CIIIA v AHrauu yacTtoTa HOBBIX ciiydyaeB 0osie3Hu I'peiiBca BapbUpyeT
ot 30 mo 200 Ha 100 000 HaceneHus B rof. JIuiia XeHCKOTO moJia 3aboJieBa-
foT 6one3nbpio I'peiiBca B 10—20 pa3 varie.

[lnarHocrturka

KnuHumyeckana KapTuHa

KnnHuyeckas kaptuHa 6ose3Hu I'peiiBca omnpeaeseTcss CMHAPOMOM THUPE-
OTOKCHKO3a, JIJII KOTOPOI'o XapaKTePHbI: MoXydaHue (4acTo Ha (hOHE MOBBI-
IIEHHOTO amIleTUTa), MOTJIMBOCTh, TaXMKapaMs W OIIYIIEHHE cepaielne-
HUsI, BHYTpeHHee 0eCIIOKONCTBO, HEPBO3HOCTh, JPOXKAHUE PYK, a UHOTIA 1
BCEro TeJla, o0llasi U MbIIIeYHasl c1aboCcTh, ObICTpast yroMisieMocTb. Kitac-
cryeckas Tprama: 300, Taxukapaus 1 3K3odTanbM, onrcanHag eme K. ba-
3eIOBBIM, BCTpedyaeTcsl MpuMepHo y 50% maiyeHToB.

B psane cayyaes mpu 6one3nu I'peiiBca Ha epBOE MECTO MOTYT BBIXOIUTh
MPOSIBJICHUSI SHIOKPUHHON odTanbMoOIIaTui (BBIPAXKEHHBIN 3K30(TalIbM,
WHOTITIAa UMEIOIINIA HeCUMMETPUYHBIN XapaKTep, TUILIONMUS TIpW B3IVISIAC B
OJIHY 13 CTOPOH WJIM BBEpPX, CJI€30T€YEHUE, OIIYIIEHUE «IIeCKa B Ijazax»,
OTEYHOCTh BeK). Hanuume y maimeHTa BBIpaxkeHHONM O(TaabMONaTUM TIO-
3BOJISIET MPAKTUYECKHU 0E301IMO0UYHO MOCTAaBUTh IMArHO3, MOCKOJAbKY Cpear
3a00JIeBaHUl, TPOTEKAIOIINX C TUPEOTOKCUKO30M, 3HIOKPUHHAS OdTalib-
MoIiaTus HaOIoaaeTcsl TOJbKO Npu 6osie3Hu I'peiiBca.

Jla6opaTopHasa gMarHocTuka

[Tpy HanmMuMy xapakTepHON KIMHUYECKON KapTUHBI M MOAO3PEHUU Ha 00-

Je3Hb ['peiiBca HEOOXOAUMO OMPENeTUTh:

e ypoBeHb TTI BBICOKOUYBCTBUTEIBHLIM MeTONOM ((PYHKIIMOHAIbHAST YYB-
cTBuTeabHOCTh He MeHee 0,01 MEn/m);

e ypoBHU cBOOOAHBIX T4 U Tj.

[TaTorHOMOHUYHBIM JUIs1 OoJie3Hu ['peiiBca sIBIsIeTCs OYeHb HU3KUIA ypo-
BeHb TTI. B cayuyae Hu3koro ypoBHs1 TTI u noBbllIeHUsI YPOBHSI XOTS Obl
OJIHOTO U3 TepudepuvecKrux TUpeouaHbix rTopMmoHoB (T, nmu Ts) ciemyer
JNUAarHOCTUPOBAaTh MaHU(ECTHBIA TMPEOTOKCUKO3, IMPU HOPMAaIbHBIX YPOB-
Hsax T, u T; — cyOKIMHUYECKUIA TUPEOTOKCUKO3.

Takum 06pa3oM, OBBIILIEHUE YPOBHS cBoOOgHOTO T, M/MIM CBOOOTHOIO
T; u cumxkenne ypoBHs TTI moaTBepXaamOT HaTWYMEe TUPEOTOKCUKO3A.

I[TaTOrHOMOHMYHBIM IIPU3HAKOM, MTO3BOJISIIOIIAM ITOATBEPAUTH 00JIEe3Hb
I'peiiBca, gBasiercs mnoBbilieHHBIM ypoBeHb AT-pTTI. DTo mos3BossieT
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auddepeHMpoBaTh 007e3Hb I'peiiBca oT 3a00JieBaHU, MTPOTEKAIOIIMNX C
NeCTPYKTUBHBIM TUPEOTOKCHUKO30M (TUPEOTOKCHYECcKas (ha3a ayTOUMMYH -
HOIO TUpeouauTa, 0e300JeBOil THUPEOMIMUT), HE TPEOYIOIIMX THUPEOCTa-
THUYECKOI Tepaluu, U OT PeIKUX HeayTOMMMYHHBIX IIPUYNH TUPEOTOKCH-
KO03a.

HoctymnHble TecT-cucteMbl mist onpeaeneHuss AT-pTTI paznuyarorcs 1o
CBOE€#l YYBCTBUTEJIBHOCTU M CIIEIM(MUIHOCTH, [IO3TOMY Bpad IOJDKEH OBITH
3HAKOM C METOJIOM, MCIIOJIb3YeMbIM B €r0 MEIUIIMHCKOM yUpexkaeHuu (J1a-
bopatopun), 1 ero pedepeHCHBIMUA 3HAYCHUSIMU.

“HCprMeHTaﬂbele MeToAbl AMarHOCTUKM

Y3U wumosuonoii xeenesvl IBISICTCS IIPOCTHIM U JOCTATOUYHO MH(GOPMATUB-
HBIM METOAOM, MO3BOJISIONIMM C BBICOKON TOYHOCTBIO OMNpPEAECIUTh 00beM
IIUTOBUIHOMN Kee3bl, €€ 3XOTeHHOCTb, HaJMUMe Yy3J10B U OCOOEHHOCTHU
KpoBotoka. [Ipu 6ome3nu I'peitBca Y3U mmMTOBMIHOM XeJle3bl TPUMEPHO B
80% ciyyaeB BBHISIBIISICT:

e nuddy3HOE yBeJIMUYEeHNE IIUTOBUIHON XKeJIe3bl;

e CHIDKEHHE €€ DXOT€HHOCTH;

e YCWIEHWE KPOBOTOKA B IIIUTOBUIHON XeJe3e.

Cyunmuepaguro wumosuoHoil yceaessbl IPOBOISIT MPHU IUddepeHInaTbHOM
JIMAarHOCTUKE, HampuMep Iipu norpaHuyHoMm ypoBHe AT-pTTI. B kauecTse
pagrodapMIIpenapara I NPOBEAEHUS CLUUHTUIpaduu Hcrmoabsyior 21
wm "Tec. TIpu 6omne3nu peiiBca HabM0gaeTC YCUIEHHBI a1 QYy3HBIIA
3axBaT PamgMOM30TONa BCEell IMMTOBUIHON KeJIe30il, UTO ITO3BOJISIECT OTJIM-
YUTh UCTUHHBIN TUIIEPTUPEO3 OT:

e JIECTPYKTUBHOIO (IIOJOCTPOr0) TUPEOMINTa, KOTAa B pe3yjbTaTe paspy-
eHus (POJTNKYIOB U30BITOK T4 BRIXOOUT B KPOBSIHOE PYCJIO (HU3KUIA 3a-
XBaT M30TOIA IIUTOBUAHON XKeJIe30ii);

e ABTOHOMHOTIO Y3JIa B IIIUTOBUIHOM Kejie3e (JJIOKaJIbHOE HAKOILJIEHUE U30-
TOITa).

OpnHako, ¢ y4€TOM JOCTATOYHO BBICOKOW CTOMMOCTH, O0Jy4eHUsT peOeHKa
U HJIWYUS IPYTUX TUArHOCTUYECKUX METONOB, CUMHTUTpadUsT IIUTOBU/I-
HOI1 XeJIe3hl IJI1 TMAarHOCTUKM O0oyie3Hu I'pefiBca y meTeil MCIIob3yeTcs J0-
CTaTOYHO PEAKO, TOJBKO B LIeJsX AUddepeHLnalbHON TMarHOCTUKU.

JlevyeHne

O6wme npuHUMNbI NnevYeHmna 6one3nm NpenBca

OnTumanbHOro criocoba yjedeHus 0ojie3Hu ['peiiBca y geTeil U MoJpOCTKOB
(XaK 1y B3pOCJIbIX) HA CETOMHSIIHUM IeHb He cyiecTByeT. C y4eToOM OTCYT-
CTBUSI cHelM(PUUIECKOM MMMYHOTEpAIIMK, HalpaBJIeHHOW Ha IToAaBJIcHUE
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BbIpaOOTKU uan cHuxkeHue aktuBHocTu AT-pTTT, cyiiecTByloliee JeyeHue
HaIlpaBJIeHO Ha OJIOKMpPOBaHME CHMHTE3a TUPEOMIHBIX TOPMOHOB THPEOCTa-
TUKaMU, Ha yOajieHue IIMUTOBMIHOM XeJie3bl MOCPEICTBOM THPEOUIIKTO-
MUH WIN €e pa3pyllcHUE PaguoaKTUBHBIM HOIOM.

Kaxpiit criocob jgeyeHus1 UMeeT CBOM MPEUMYIIeCTBA U HETOCTaTKU B OT-
HomeHu! 3¢ GEeKTUBHOCTH, OMIDKANIINX U OTIHAJICHHBIX OCIOXHEHUI, Bpe-
MEeHU, HEOOXOAMMOTO JJIsl YCTpaHEHMS TUTIePTUPe03a, U COOTIOACHUS YCII0-
BUIi, HEOOXOAUMBIX JUISI JIEYEHUST TeM WJIM MHBIM CIIOCOOOM.

Llenb neuenus npu 6one3nu I'peiiBca — OOCTUKEHME PEMUCCUM, CTOMKAsT
HOpMaJIn3alus YPOBHSI TUPEOUIHBIX TOPMOHOB.

CylecTBYIOT TpY OCHOBHBIX METO/Ia JieueHUs 0osie3Hu I'peiiBca Kak y ne-
TE€W, TaK U B3POCJIbIX:

e MeIMKaMEHTO3Hasl Tepanusl aHTUTUPESOUTHBIMU CPEICTBaMM (THMaMa3odl,

MPOINUIATHOYpALINI);

e XUPYypPTUUYECKOE JieUeHHUE (TUPEOUIIKTOMMUS);
e Tepamnus pagMoaKTUBHBEIM iiogom ().

JleueHue nereil ¢ 6one3Hblo I'peliBca 3HAUUTEILHO OTIMYAETCS B pa3HBIX
VUPEXACHUSAX, Y Pa3HBIX CIIEIMAINCTOB U B pa3HBIX cTpaHaX. OmHAKO B IIO-
JABJISTIONIEM OOJIBIIIMHCTBE C/IyyaeB JieueHue 3a001eBaHusI HAUMHAIOT C Me-
NUKaAMEHTO3HOM Tepaluy aHTUTUPEOUTHBIMU CPENCTBAMMU.

OCHOBHOE TIPENMYIIECTBO aHTUTUPEONIHBIX IIpeTrapaToB (110 CPaBHEHUIO
C XUPYPTUYECKUM BMEIIATeJIbCTBOM 1 Ha3HAYEHNEM paglOaKTUBHOTO 101a)
COCTOUT B TOM, YTO B CJIy4yae HACTYIUICHUS PEMUCCUU BOCCTaHABIMBAETCS
HopMaJibHOe (PYHKUIMOHMPOBAaHME TUITOTAIaMO-TUITO(PU3apHO-TUPEOUTHOM
ocu. OgHAaKO cToMKas, JIMTEIbHAs PEMUCCHUS TOCIe OTMEHBbI TMamMasoJia
BO3HMKaeT TobKo Y 30% nereii ¢ 6oie3Hblo I'peiiBca, BKIIOYast TeX, KOTO
JICYUJI MHOTHE TOJIFI.

Ecau croiikoit peMuccun 10CTUYb HE YAAeTCs, CAeayeT pacCMOTPETh ApYy-
rvMe METObI JICUSHHSsI, a UMEHHO XMPYPIrUYecKoe BMEIIATeIbCTBO MU Tepa-
o 1. 3apy6GesXHbIii OIBIT CBUAETENLCTBYET O TOM, YTO B HACTOSIIEE BpE-
MSI aHTUTAPEOUIHEIC TIperapaThl y AeTeil MPUMEHSIOTCS Jallle, a pagroak-
TUBHBIN O] UCITOJB3YETCS pexe, M0 CpaBHEHUIO ¢ 90-MU rogamMu MPOILIO-
TO CTOJICTHUSI.

PagvoakTuBHBI Hom y geTeil ¢ Oosie3Hblo ['peiiBca mpu IMpaBUILHOM
MpUMeHeHUU sABisgercs 3GdeKTUBHBIM cpenctBoM. Teparuu ' HeoOxoq1-
MO M30eraTh y O4eHb MaJICHbKUX IeTeil (MJIale 5 JIeT), y IeTeil B Bo3pacTe
5—10 ner npumeHenue 'l BrioJaHe JOMYCTUMO, €CIA pacyeTHAsd Ha3HAYEH -
Hasl aKTUBHOCTh npenaparta cocTtapisgeT MeHee 10 mKu. Curyaumu, korma
BO3MOXHO IIPUMEHEHNE PaaIr0aKTUBHOIO 10Ja y OYeHb MaJICHBKMX IETei,
TOXKE CYILICCTBYIOT: HallpuMep, MPU HaJIUYMU CEPbe3HBIX ITOOOYHBIX peak-
1IMIi Ha aHTUTUPEOUIHbIC MperapaThl, HAJTUYUKU IMPOTUBOIIOKA3aHUM K XU-
PYPrUYECKOMY JICUCHUIO.
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MeaukameHTO3Has Tepanusa

[o3upoBKa U peXxum npuemMa TMamMasona

VY nereii mpemapatoM BbIOOpa IIPU MEIMKAMEHTO3HOM Tepanmuu OOoJe3HU
I'peiiBca gBnsieTcst TMaMa30J (TOproBble Ha3BaHUS Mepkaszonuia, Tupo3on)
(1/++).

Tuamazon BelmycKaeTcsl B TabjieTkax mo 5 wiu 10 mr.

HavansHas mo3a Tmamasona y JeTell U MOJPOCTKOB OOBIYHO COCTaBJISIET
0,2—0,5 mr/kr/cyt (ot 0,1 mo 1,0 Mr/Kr/cyT, MakKCUMayibHasl CyTOYHAs 10—
3a — 40 mr).

CpenHue CyTOYHBIC NO3MPOBKM THMaMasoja y AeTell B 3aBUCHUMOCTU OT
BO3pacTa COCTaBJISIIOT:

e 10 1 roma — 1,25 mr/cyr;

e oT 1 no 5 ner — 2,5—5,0 mr/cyr;

e oT 5 mo 10 1eT — 5—10 mr/cyr;

e or 10 o 18 ner — 10—20—30 Mr/cyT.

B ciryyae Tskenoro KJIMHUYECKOro M OMOXMMMUYECKOTO TUIIEPTUPe03a 10-
3bI MOTYT OBITh yBeqnueHbl Ha 50—100%.

Pexxum npuema — oObIYHO 2—3 pa3a B CYTKU, JOMYCTUMO MPUHUMATh Mpe-
napat | pa3 B cyTku. MHOTOUMCIE€HHbIE HAOIIOIEHUS Y B3POCJIbIX OOJbHBIX HE
MOATBEPKIAIOT HEOOXOMUMOCTH MHOTOKPATHOIO TIpHeMa Iperapara.

JleueHune «HaYaabHOM 1030¥» TMaMa3oJjia TOKHO MPOI0IKAThCS 10 HOP-
MaJlM3allii YPOBHEHI TOPMOHOB IIIMTOBUIHON Xejle3bl. 3aTeM BO3MOXKHBI
JIBa BapyaHTa JICUCHMUSI:

1. MonoTepanus (pexkKuM «OJIOKUPYil», WU «TUTPALMOHHBIN») — TTOCIEH0-
BareJibHOE (B TeueHUe 2—3 Hel) CHMXKEHMe 103bl ThaMasosa Ha 30—50%
OT UCXOOHON M B AaJIbHEHWIEM IIUTEIbHBIN IIPUEM «IOAACPKUBAIOIICIT»
036l ThamMasoa. CHIDKeHe HadalbHOM JTO3MPOBKM OOBIYHO HAaUMHAET-
cs1 He paHblIIe YeM yepe3 6 Hell OT Hayajia IipueMa Ipernapara, mocje 10c-
TUXKEHUS CTOMKOro 3yTupeo3sa. Jlo3y cHuxxaroT Ha 5 Mr 1 pa3 B Hejelo;
IocJie TOTO KaK CyTo4yHas jgo3a gocturaer 10 Mr — Ha 2,5 Mr B Hezmemio.
OOBIYHO TOAIEPKUBAIOIIAS 103a COCTABIISACT 2,5—5 MI/CyT, U 3Ta HO3U-
pOBKa ocTaBsieTcsl MUHUMYM Ha 1,5—2 ropa.

[TockonbKy modouHbie 3¢hheKThl aAHTUTUPEOUTHBIX MIPEIapaToB SIBISIOT-

¢sI 10303aBUCUMBIMH, IIPEUMYILIECTBOM MOHOTEPAINHU SIBJISIETCSI MCIIOJIb-

30BaHME HEBBICOKMX /103 THaMmasoJa.

2. Pexum «O0JoKupyii u 3amemaii» (y IeTeil IpUMEHSIeTCSI JOCTaTOYHO pel-
KO) — TIOCJIe TOCTUXKEHMUST 3yTUpeo3a U HopMmanuzauuu ypoBHeil TTT u
cBobonHoro T, K THamazony godaBiisieTcsl HeOoblas 103a TAPOKCUHA, U
Jajee JedeHne IPoaoJiKaeTcs IBYMS MperapataMu. boblMHCTBO MeTa-
aHaAJIM30B, B TOM YHUCJIE U Y IE€Teil, CBUIETEIbCTBYET O 0OJIEe YaCThIX pe-
LUAVBaX IIPU MCIIOJIBb30BAHUM pexXrMa «OJIOKMPYU 1 3aMellaii» 110 cpaB-
HEHMIO C «TUTPALIMOHHBIM» peXXuMoM (1/++).
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[AnutenbHocTb TEPaNUM

MuHuMallbHasl JJIMTEIbHOCTh JICUEHUS] THAaMa30JIOM Yy AeTeil JOJIKHA CO-

cTaBiIATh He MeHee 1,5—2 met (1/++).

Ecnu Tmamason BeIOpaH B KaUeCTBE TEPaAIINU «II€PBOI TUHUM» TIPU 00JIe3-
Hu ['peiiBca y neteii (a Tak ObIBAET B MTOAABIISIONIEM OOJIBIIMHCTBE CJIyYaeB),
JIUIATEIbHOCTD €ro mpueMa A0JDKHA COCTaB/IsITh He MeHee 1,5—2 jier, mocie
Yero IperapaTr OTMEHSIIOT WIM €ro 03y CHIDKAIOT 10 MUHUMAIbHOM, YTOOBI
OLIEHUTh, HACTYITWJIA JIU PEMUCCHSI.

Bompoc o ToM, KaK MAKCUMAJIBHO JTOJIT0 MOXET IIPUMEHSIThCSI TUAMa30Jl Y
JeTeli, OKOHYATEILHO He pelleH. [IpocreKTuBHEBIE UCCIIeI0BaHUS Y B3pOC-
JIBIX TI0Ka3bIBAIOT, UTO, €CJIM PEeMUCCUST He AOoCTUTraeTcs rocie 12—18 mec
Teparuu, €€ BEePOSTHOCTh IIPU IPONOKECHUU TepallMyd OYeHb HEBEIMKa.
OnHako y aeTeil U MoApOCTKOB (0COOEHHO B Mpemyo0epTaTHOM BO3pacTe) 3a-
OoJieBaHME XapaKTepu3yeTcs 00Jiee TOPITUIHBIM TeUeHUEM, YEM Y B3POCIIbIX,
U 0oJiee BHICOKMM PHUCKOM pelUIuBa IIOC]e IpeKpalleH!s] TUPeoCcTaTude-
CKOl Tepanuy. B omHOM M3 peTPOCIEKTUBHBIX MCCIICA0BAaHMI OBLIO ITOKA-
3aHO, 4TO Tocjie 13—24 mec MenrKaMeHTO3HOM Tepanuu ypoBeHb AT-pTTT
HopManu3oBajcst MeHee yeM y 20% nmeteii (y OOJIBIIMHCTBA B3POCIBIX HOP-
mamusauust AT-pTTI mpoucxogut mociie 6 Mec JedeHus ). PesynbraThl
MHOTOUYMCJIEHHBIX UCCIEI0BAHUN Y NeTeil CBUACTENbCTBYIOT O HU3KOM MPO-
LieHTe peMmuccuu rpu 6osae3Hu I'peiiBca (25—30%) nocie 2 et aedeHusl.

Taxum ob6pa3zoM, cpemaHsIst IPOIOJLKUTEILHOCTD JICUSHMST IJISI TOCTYKEHUST
CTaOUJIbHOM PEeMUCCUU Y JeTeil U MOAPOCTKOB cocTaBiseT 3—4 roma. Ilpu
0oJiee MPOJOJLKUTEIHLHOM Tepaluy OTMedeHa OoJiee BBICOKAsl 4acToTa pe-
muccuu (1/++).

Puck pemmayBa THPEOTOKCHKO3A MOBBIIEH MPH:

e HNCXOJHO Ooyiee TSKEJIOM THUPEOTOKCHMKO3e (YpoBeHb CBOOOmHOTro T,
> 3,9 ar% (50 mMonb/mn));

e BbicOKOM ypoBHe AT-pTTI' B MOMeHT nebroTa 3a001eBaHuUs;

e paHHEM BO3pacTe Ha MOMEHT Je0roTa 3abojieBaHus (IeTu muaaiie 12 ner,
0COOEHHO 110 5 JIeT);

e IIpYieMe TUPEOCTATUKOB B TEYECHUE MeHee 4eM 2 JIET;

e 0O0JBIIOM O0OBbEME IIMTOBUIHOM XEJIE3bl B MOMEHT AeOl0oTa 3a00JI€BaHUS
(Gosiee yeM B 2,5 pasza NpeBBIILIAIOIIEM BEPXHIOK IPAaHUILY HOPMBbI JJIsI CO-
OTBETCTBYIOILIETO BO3pacTa);

e HU3KOM HHIEKCE MacChl Teja.

Puck penmayBa THPEOTOKCHKO3a MOHIZKEH IpPH:

e OBICTPOM OTBETE Ha TEpaIruio THaMa30JIoM (BOCCTAHOBJIEHUM 3YTUPEO3a B
nepBble 3 Mec JeYeHUs);

o cHrxeHuu ypoBHS AT-pTTI x 6-My Mecsiy JiedeHHUS.

Ilepen oTMeHOI THPEOCTATUYECKON Tepalvy HEOOXOOUMO OIPEAE/INTh
ypoBeHb AT-pTTI', Tak KaK 3T0 MOMOTraeT MPOrHO3UPOBATH UCXO JICUCHMUSI:
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0oJibllIe IAHCOB HA CTOMKYIO PEMUCCUIO0 UMEIOT TTallMeHThl C HU3KUM YPOB-
HeM AT-pTTI. DTo nmonoxeHne HOCUT PeKOMEHIATENIbHbIN XapaKTep, Tak
Kak He3aBucumo oT ypoBHsI AT-pTTI nocie oTMEHBI TUPEOCTaTUKOB HE00-
XOIMMO ONpeAeiasiTh (PYHKIMIO IIUTOBUIHOMN Xeae3bl B AUHAMUKE.

Habniogenune 3a geTbmMu, NPUHUMAOWMMH TUAMASON

ITocne Havana Tepanuu THamMas3ojoM 1 pa3 B Mecsll (He pexke) clieayeT Mmpo-

BOJIUTD:

e OCMOTp peOEeHKa;

e orpefiesieHUe ypoBHelt cBobogHoro T, u cBobomHoro Tj;

e O0OIMIA aHaIM3 KpoBU (00S3aTEJIBHO C OIpele/ieHUeM JECHKOLMTApHOM
bopmyib);

e OMOXMMMYECKUI aHAINU3 KPOBU (00s13aTE/IbHO C OMpeAcIeHUEeM aKTUBHO-
ctu AcAT u AnAT, ypoBHS OuIUpyOMHA).

ITocne HopManu3auuu ypoBHei cBobogHoro T, (cBobogHoro Ts) u mepe-
XO0Jla Ha MOJACPXKXUBAIOIIYIO M03y Mperapara 3TW MCCAEAOBaHUS CIEIyeT
MPOBOINUTH Kaxable 2—4 Mec, 100aBUB K HUM onpeneneHue yposHs TTT.

Onpenenenue ypoBHs AT-pTTI HOCUT cKopee MPOrHOCTUYECKUI XapaK-
Tep, MO3TOMY €ro cjieayeT MpoBoauTh 1 pa3 B 3 Mec.

[To moxazaHusiM (HampuMep, B CaydasXx MHTEPKYPPEHTHBIX 3a00JIeBaHUIA,
B T. 4. OPBHM) nabopatopHble McCleI0OBaHUS, B YACTHOCTU OOIIMIA aHAIU3
KPOBU, U OCMOTPHI TOKHBI IPOBOAUTHLCS Yallle, B 3aBUCUMOCTH OT COCTOSI-
HUs pebeHka (2/+).

Ha3snauyenue nponunTuoypauuna pgeram

KpaTtkuii Kypc mponuitvoypaumnia (Mo TIiaTeJbHbIM HaOII0AeHUEM Bpa-
4ya) MOXeT OBITh Ha3HAYeH TOJILKO B IBYX CIIydasix:

e HaJMuMe Cepbe3HBIX MOOOYHBIX 2(P(PEKTOB THAMa30Ja;

e B KauecTBe IPeAoNepallMOHHON MOArOTOBKY B CIydae JJIUTEILHO COXpa-

HSTFOIIIUXCST BEICOKMX ypoBHeM Tj.

[Tponuitroypalilil y aeTeil acCOUMUPYeTCsl ¢ BBICOKMM PUCKOM TeraTo-
TOKCUYHOCTU (PUCK PAa3BUTHUSI MEUYCHOUHOI HEOOCTATOYHOCTH, OIMCAHLI
cIy4yaud HEKpo3a IeUYeHHU BILJIOTh JI0 JIETAIbHOTIO 1cxona). HeKoTopbIiM manm-
€HTaM, MPUHUMABIIUM MPONMWJITAOYPALIWII, MOHAA00UIACh TpaHCIUIaHTa-
s nedeHu. MHIyIMpoBaHHOE MPOIITHOYPALMIOM MOpPaXXeHUE IeUYeHU
nMeeT OBICTpOEe Hayajlo M MOXKET CTPEMMTEIbHO IIPOTPECCUpPOBaTh, IIPU
3TOM OMOXMMMYECKas OlleHKa (PYHKIIMU MEUYEeHU, B T. 4. aKTUBHOCTU TPaHC-
aMuHa3, HeMH(GOpMaTUBHA TP OIICHKE PMCKa IelaTOTOKCUIHOCTH.

Mo6ounbie 3dhhekTbl aHTUTUPEOUAHDBIX NPenapaToB

HeTtu v ux poauTeau (OMeKyHbI) JOKHBI ObITh 00s13aTEAbHO MPOUHMOPMHU -
POBaHBI O BO3MOXKHBIX MOOOYHBIX dPdeKTax TUPEOCTaTUKOB, O HEOOXOA M-
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MOCTU HEMEIJICHHOTO MpeKpalleHUs TTpueMa npernapaToB B 3TUX ClIydasxX U
OINOBEIICHUS CBOETO JICYAIIEro Bpaya B CAyvyasix MOSIBJICHUS:
e 3YISINCH CHINNU;
o JKEJITYXU;
e AXOJIMYECKOTO CTYyJIa WU TEMHOW MOYU;
e apTpaliruii, 0oJjieil B XUBOTE;
e TOILIHOTHI;
e uxopaaku (papuHTUTA).
Bo3moxHbie T000YHBIE 3 (dEKTHI M NX 9acTOTA MPUBEAEHBI B Ta0m. 3. O0-
11as yacToTa NoOOYHBIX 3(DPEKTOB aHTUTUPEOUAHBIX MpenapaToB y AeTei
cocraBisieT 6—35% (1/+).

Tabnuua 3. BoamoxHble N060YHbIE 9DEKTbI TUPEOCTATIUKOB

ITo6ounbie 3 eKThI Yacrora, %

Hesnauumenvhoie

KoxHnast cbimb 4—6
ApTpanruu, MUaITuN -5
Hapymenus nesrenbHocTr 2KKT 1-5
Tsaxucenvie
[MommapTtput 1—2
CucTtemMHbIe BaCKYJIUTBI, apTEPUUTHI Penxo
ArpaHyJI0LIUTO3 Penxo
l'enatut 0,1—0,2 (TponuATHUOYpAaLIMII)
Xonecras Penko (Tuamasoun)

IToGouHble B(hdeKThl THaMa3oJia Yalle BCEero MpOSsIBISIOTCS ajljiepruye-
CKMMU pPeaKLMSIMU B BUJIEC KOXHOM CBIIIU, PEXE — MMUAITUN U apTParuid.
[To6ouHbIe 3¢hGeKTH THamMa30a OOBIYHO Pa3BUBAIOTCS B TCUCHME IIEPBBIX
6 Mec Tepanuu, HO MOTYT BO3HMKHYTh U M03Xe. BeposTHOCTL pa3BUTHs XO-
Jiectaza y JeTei MEHbIIE, YeM Y B3POCIIbIX.

Y06eaurenbHbIX JAHHBIX O YACTOTE arpaHyJIOLMTO3a Yy ACTEl HET, OHA Olle-
HUBaeTCsl KaK Oo4eHb HU3Kasl. Y B3POCJbIX arpaHyJOLMTO3 3aBUCUT OT 103
TMaMa3oJia U MPU MaJIbIX 103aX BO3HUKAET pelKko. Eciau arpanyonuros pas-
BUBaeTcs, TO B 95% ciydaeB 310 mpoucxoauT B nepsbie 100 cyT Tepamuu.

Ecnu y geteil, npuHUMAOLIMX TPOMUATAOYPALIWI, MOSBISIOTCS aHOPEK-
CUS1, KOXHBIN 3y]1, ChbIMb, XEATYXa, CBETJIOOKPAILLICHHBIA CTYJT MM MOTEMHE-
HUe MOYHU, 001 B CycTaBax, 001 B IPaBOM BepXHEM Moapedepbe, TOLIHOTA
WK BbIpaXkeHHOE o0lllee HeJIoMOraHue, IprueM Ipernapara clieayeT HeMed-
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JICHHO TIPEKPATUTh U 00CJIeIoBaTh peOeHKa, YIUTHIBasI BO3MOXKHOE I'eIlaTo-
TOKCMYECKOE JIeCTBUE Iperapara.

[Mpuem mponuaTHOypaLMia ClAeOyeT TakKe MpeKpaTUThb, eCiu Ha (GoHe
JIeYCHUsI aKTUBHOCTb TPaHCaMIUHA3 IIPEBHIIIIAeT BEPXHIOIO T'PAaHUIY HOPMBI B
2—3 pasza u He HOpMaJu3yeTcs B TeueHue Hemenu (1/+).

Jleuenne annepruyecknx peakuui, BbI3BaHHbIX THAMA30NIOM

[Tpu mosiBIeHMM KOXHBIX peaklMii B X0e Tepalliy THaMa30JIOM Ha3HauyaroT
AHTUTUCTAMMHHBIC IIpelapaThl WM (B TSDKEIBIX CIIydasx) MpeKpaliaioT
MpYeM THMaMasoJjia C IMOCJIEAYIONIMM MPOBEeIeHUEM OIEPATUBHOIO JICUSHUSI
(TUPEOUIRKTOMMS) WM TIepexoa Ha Tepaluio paauOaKTUBHBIM HOIOM.

B ciygae TsoKenmolt ajutepruueckoil peakiiiyi Ha THaMa3oJl Ha3HaueHUe Ipy-
rOro aHTUTUPEOUTHOIO MperapaTa He pEKOMEHAYETCsI, TaK KaK IIpU IepeBoie
MalyeHTa ¢ THaMa3oJia Ha TIPONMITUOYPALII HE MEHEe YeM B ITOJIOBUHE CIIy-
YyaeB aJJIepPTIeCKe peaKliKM COXPAaHSIOTCS, a PUCK, CBSI3aHHBIN C IIPUEMOM
MPONUITUOYpALIWIa, BbIIIE, YeM PUCK ONepaliMy WiId JIeYeHUs paaruoaKTUB-
HeIM TiomoM. [Ipommntuoypanui MOXET NPUMEHSTHCS TOJIbKO B KadyeCTBE
KPaTKOCPOYHOM Tepanuy B MEepHO MOATOTOBKM K orepaunu (1/+).

Mpumenenne -appeHobnokatopos npu 6onesnu Mpeisca y perei

VY neteii ¢ BEIpaXKeHHBIMM CUMITTOMAaMU TUPEOTOKCUKO3a (TaXUKapaUsI, MbI-
1IeYHast ¢1ab0oCTh, TPEMOP, HEPBHO-TICUXUYECKKME U3MEHEHUSI) PEKOMEHY-
eTcsl Ha3HauYeHMe [3-anpeH00I0KATOPOB (aTEHOJION, MTPOTIPAHOJION WU Me-
TOIIPOJIOJI) B COOTBETCTBYIOLIMX BO3pacTy pedeHka mo3ax (1/+).

bera-anpernobaokaTopbl OOBLIYHO Ha3HAYAIOT B Haydaye JEYEHUS], OTHO-
BpPEeMEHHO C Ha3Ha4YeHHEM THaMa30Jja; OHU IO3BOJISIIOT B MAaKCHMMAJIbHO KO-
POTKHE CPOKM YMEHBIIUTh TaXWKApAWIO, TPEMODP, YIYUIIUThL HEPBHO-TICH-
XMUYECKOe COCTOsTHME pebeHKa. [muTenbHOCTh Tpuema [-aapeHo00KaTo-
POB OOBIYHO COCTaBIsIeT 3—4 Hell, B TSDKEJbIX CIydasx 10 6 Hem, 3aTeM UX
oTMeHsTIOT. K 3TOMY CpOKY, KaK IpaBHUIIO, IIPOSIBIISIETCS M BBIPAsKEHHBIN 3 -
(beKT TMPEOCTaTUKOB.

Xupypruueckoe nevyeHuve

be3ycaoBHEIM IIPEUMYIIECTBOM 3TOTO CII0CO0a JeUeHMUS SIBISIETCST ObICTpast

JINKBUJALIVSI TUPEOTOKCUKO3A.
Iloka3anus K onepaTHBHOMY JIEYEHHIO:

e Hea(P(PEKTUBHOCTh MEANKAMEHTO3HOM Tepanuu (OTCYTCTBHUE CTOMKOM pe-
MUCCUN);

e HaJIMUMe CEepPhe3HBIX MOOOYHBIX 3(P(PEeKTOB THMamaszona (TIPONMUITHOYpaA-
LHuIa);

e 300 00JIBIIOrO pa3Mepa (Macca IUTOBUIHOM keie3bl > 80 I), T. K. B 9TUX
ciyyasax peakuus Ha 'l MOXeT OBITb HEIOCTATOUHO BBIPAXEHHOIN;
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e BhIpaXXeHHad SHIOKPUHHAA odTaJbMoIaThs, Ipu Kotopoil tepamus '

MIPOTUBOIIOKA3aHa;
e OTKa3 OT TepaluM paguOaKTUBHBIM H0A0M Ipu HEA3(G(GEKTUBHOCTU MEIN-
KaMEHTO3HOI Tepaluu.

MonrotoBka pervei ¢ 6onesnbio MpeiiBca AN TUPEOMAIKTOMUMN

Ilepen omepaTUBHBIM JIeUEHHEM IIPEXKIE BCEro CIEAYET AOCTUYb CTOMKOTO
ayTHpeo3a (IpUMeHeHNe THaMa3oJja B TedeHue MUHUMYyM 1—2 mec).

Ycnosusa npoBefgeHns TUPEOUAIKTOMUM

Ornepanneil BbIOOpa SIBIISIETCS] TOJIBKO TOTAJbHASA WJIM CYyOTOTAILHASI THPEOUI-
akromus (1/++).

Hetu ¢ 6one3Hbl0 I'peiiBca (0COOEHHO MajieHbKUE AETH) JOJKHBI OBbITh
HampaBJIeHBI JUISl OIIEPATUBHOIO JICYCHUS B CICLUATU3UPOBAHHBIN LIEHTP C
HaJIMYMEeM MHOTOMPOMUIBLHOW KOMaH/bl, KOTOpas BKJIIOUaeT B ceOsl Teau-
aTpa-3HIOKPUHOJIOTA, XUpypra ¢ OOJIbIIIMM OITBITOM OMepaluii Ha IIUTO-
BUIHOI Xejie3e U aHeCTe3UOJI0Ta.

MocneonepauyuoHHbIE OCNOXHEHUSA

YacToTa XUpyprudecKrx OCJIOXHEHMI y IeTeil IIpH IIPOBEeIeHUN TUPCOUI -
SKTOMMU BBILIE, YeM Y B3POCJIbIX; Y IeTeil MJIaIIero Bo3pacTa BhIIIE, YeM Y
JeTeil cTapliero Bo3pacra. ¥ AeTeil MJaallero Bo3pacra pUCK BO3HMKHOBE-
HUSI TPaH3UTOPHOIO TUITONIApaTUpeO3a BbBINMIE, YeM Y IMOIPOCTKOB WJIU
B3POCJIbIX.

Haunbosnee yacTteiM ocioxHeHMeM xupyprudeckoro jedeHust (10—20%
clydyaeB) SIBJISIETCS TPaH3UTOpPHAs TUIIOKalblMeMus. B momapistonieM
OOJIBLIMHCTBE CIy4aeB OHA 0CTaeTCsl 06CCUMIITOMHOM 1 He3aMeUeHHOM, ec-
JIX HE MPOBOAUTH ITOBTOPHEIC OMpPEIEICHUSI YPOBHS CBOOOIHOTO KaslbIIus.
BepossTHOCTD pa3BUTHSI CTOMKOIO TMIIONApaTHpeo3a B YUPEKIACHUSIX, CITe-
LIUATU3UPYIOLINMXCSI HA XUPYPrUYeCKOM JICUCHUU I1aTOJIOTMU IIUTOBUIHOM
JKeJIe3bl, TTocjie TUPEOUADPKTOMUU (B CIydae IepBOii orepaluy Ha IIUTOBU/I -
HOI Keye3e) cocrapisieT MeHee 2%. K Gosiee 4yacTbIM OCJIOKHEHUSIM OTHO-
caTcs obpazoBaHMe KeJouaHOTo pydua (2,8% ciydaeB), mapajud BO3BpaT-
HOro ropraHHoro Hepsa (2% ciiy4acB).

MocneonepauuoHHblil nepuon

[Tocne onepaTUBHOTO JIeueHUs Y OOJIBIIMHCTBA MALIMEHTOB Pa3BUBACTCSI T -
MOTUPEO03, TPEOYIOIINIT MOXN3HEHHOMN Tepaluy JICBOTUPOKCUHOM. [1pu He-
MOJIHOM YAaJ€HMU IIUTOBUIHOM KeJie3bl BO3MOXEH PELIMIUB TUPEOTOKCH-
KO03a, II03TOMY HeOOXOOUMO IJIUTEIbHOE HaOJII0aeHNIE.

ITocae TMpeoMIPKTOMUM N0 NMOBOAY OoJsie3Hn I'peiiBca pekomeHmyeTcs:
e OTMEHUTb MPUEM AHTUTUPEOUIHBIX MpPenapaToB U -aIpeH00JI0KaTOPOB;
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e HayaTh IPHEM JICBOTUPOKCHHA B CYTOUHOI T03€, COOTBETCTBYIOIIEH Mac-
ce Tena nauueHTa (1,7 MKr/Kr), yepe3 6—8 Hej mociie Hayajia rpremMa Jie-
BOTUPOKCHHA oIpeneanuTs ypoBeHb TTI 1 mpu HEOOXOAMMOCTHU MPOBECTU
KOPPEKLNIO J03bI (IIpHEM JIEBOTUPOKCHHA SIBIISICTCS TTOXM3HEHHON 3aMe-
CTUTEJIbHOM Tepanueit, onpeaeneHue yposHs TTI cienyer mpoBoauTh He
pexe 2—3 pa3 B roxn);

e B IIEpBBIC THU ITOCJIE OIEpallMi HEOOXOIMMO OIPEAC/INTh YPOBEHD Kallb-
s (TIpeanouYTuTeIbHO — cBOOOgHOro Kanblus) u I1TI u, npu HeobOxo-
IMMOCTH, Ha3HAYMTD IIpernapaThl KaJblus U BUTamMuHa D.

[Tpu rummonapaTrpeo3e OCHOBHBIM METOIOM JICUCHUS SIBJISTFOTCS TIpeIiapa-

ThI TUAPOKCUIMPOBAHHOTO BUTaMrHa D (anbdakanblunos, KaTbLUTPUOI).
[TomGop mO3bI MPOM3BOAMTCS CTPOTO WMHAMBHUAYaJIbHO HAa OCHOBaHUU

YPOBHSI KaJbLiMs B CBIBOPOTKE, KOTOPbIi onpenensioT 1 pa3 B 3 cyt. Ctaprto-

Bas 7J03a Mperapara 3aBUCUT OT YPOBHS CBOOOMHOIO KajbLiUs (MeHee

0,8 mmonp/m: 1—1,5 mxr/cyT; 0,8—1,0 mmoab/m: 0,5—1 MKr/cyT).
OrpaHn4eHni M0 MUHMMAJIBHON WJIM MaKCHMAaJIbHOI H03¢ BUTamMuMHa D

He cyiecTByeT. Kputepuii anekBaTHOHN 1036l — YPOBEHb KaJbliMsl HE BbIIIE

1,2 mMomb/n1 B TedeHue 10 cyT; mocie moadopa aneKBaTHOM T03bI KOHTPOJIb

YPOBHSI KaJIbLIMSI MPOBOAUTCS MOCTOSTHHO 1 pa3 B 2—4 Hen, Mpyu HEOOXOAu-

MOCTH IIPOBOJIUTCSI KOPPEKLMS O3Bl Mpernapara.

JomomHNTeIbHO Ha3HAJaloT IIpenaparhl Kaabluust B mo3e 500—3000 mr/cyT

JUTST 00ECITeYeHMS TOCTAaTOYHOTO ITOCTYIUICHUS KAJIbLNS B OPTraHU3M.

B nanpHeiiiem HaOM0aaTh 3a A€TbMU, TIEPEHECITUMU TUPEOUMAIKTOMUIO U

MOJIYIAOIIMMK 3aMECTUTENIBHYIO TEPAIMIO JEBOTUPOKCUHOM, CIIEAYyeT OOBIU-

HBIM 00pa3oM, Kak 3a IMalMeHTaMU C TUIIOTHPEO30M (THITOIAapaTUPEO30M).

Tepanua paanoakKTUBHbIM MOAOM

B Poccuiickoii Deaepalii 3TOT METOH, JICUCHUS Yy JEeTeil B CHIIy pa3HBIX
NpUYKH NpUMeHsieTcsl peako. Haubosee 1mMpoKoe NMpUMEHEHME Teparius
pagroakTUBHBIM HogoMm moiydmia B CILA.

[TpenmyliecTBaMK 3TOro BUIA TePAIlUM SIBJISIETCS IIPOCTOTA MCITOJIb30Ba-
HUS, XOpollasi IePeHOCUMOCTh, OTCYTCTBUE TTOOOYHBIX 2((PEKTOB, CBSI3aH-
HBIX ¢ XUpyprudeckuM JiedeHneM. C OCTOPOXKHOCTBIO CIIeAyeT IPUMEHSITh
TepaIuio paguoaKTUBHBIM MOJ0M IPH BhIpaskeHHOM 0(TaJIbMONIATUM U IIPU
OuY€Hb OOJIBIIMX pa3Mepax HIUTOBUIHOMN XKeJe3bl.

B c¢Bs131 ¢ TeM 4TO YKCIIO AeTeid, HaOIIOOAIOIIMXCS TTOCIIe JISUCHUST paario-
AKTUBHBIM MOJOM B TeUYEHME IMTEIHLHOIO BpeMeHM, KpaiiHe Mayio (110
CPaBHEHHUIO CO B3POCJIbIMU), MHOTMMHU MCCJIEAOBATEISIMU OOCYXKIaeTcs
MPEIIOJIOKEHNE, YTO BIIOCICACTBUU Y ACTCH MOXKET OBITh IOBBIIICH PUCK
Pa3BUTHS 3JI0OKAYECTBEHHBIX OMYXOJIei, OTHAKO OHO HE MMEET YEeTKOM JOoKa-
3aTesibHOM 6a3bl. He omy0/iMKOBaHO HU OJHOIO MCCAeI0BaHMsI, MOATBEPK-
JAIOIero OJVKaiiiiee WK OTAaJeHHOe KaHIIEpOTeHHOEe AeHCTBUE METO/IOB
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JIeYeHUsI TUPEOTOKCUKO3a, IIPUMEHSIBIINXCS Y AeTell U MOAPOCTKOB. B To ke
BpeMsl OIlyOJMKOBaHbI pPe3yabTaThl JIMTEJIbHBIX HaOIIOAeHUN (0KOJIO
36 yeT) 3a AETbMU, MOJYyYaBIIMMU PAAUOAKTUBHbIN O, B KOTOPBIX MO100-
HBIX 3P PeKTOB He 00HAPYKeHO. PHCK pa3BUTHS 3I0KAY€CTBEHHBIX OITyXO-
Jieil B OTHaJIeHHbIE CPOKHU YBEIMUYMBAETCS MPOIOPLIMOHAIBHO YBEIUYEHUIO
BBEICHHOI aKTMBHOCTH IIperapara.

B mocnenHee gecaTunaeTe, Mo JaHHBIM AMEPUKAHCKOM acCOLMALMU TH-
peouI0JIOTOB, JIeUeHUE PaaMOaKTUBHBIM MOI0M MPEAOYUTaIOT 0K0Io 59%
CIIELIMAICTOB, TAKMM 00pa30oM, MPUMEHECHNUE aHTUTUPEOMIHBIX IIperapa-
TOB CTAHOBUTCS Bce 0oJiee paclpoCTpaHEeHHbIM, a UCMOJb30BAaHUE PAIuOaK-
TUBHOTO lola — MEHee paclpoCTpaHEHHBIM MO cpaBHEeHMUIO ¢ 90-Mu roma-
MU TIPOIIJIOTO CTOJIETHSI.

IToka3anusMHu K Tepanuy PagHOAKTHBHBIM OIOM SIBJISIOTCS:

1. IlocneonepallMOHHBIA PELMANB TUPEOTOKCUKO3A.
2. PenmmpouBupymolee TedeHHe TUPEOTOKCUKO3a Ha (pOHE JIeYSHUsS THPEO-

CTaTUKaMH.

3. HenepeHOCMMOCTh TUPEOCTATUKOB.

NMoprotoska pereil kK Tepanuu 'l

VYV pereit ¢ BbIpaXXeHHBIM THPEOTOKCUKO30M TIpU ypoBHe obmiero T,
> 20 mxr% (260 HMOJB/1) WK cBobomHorO T, > 5 Hr% (60 TIMOJTB/JT) TIepen
MPOBEJACHUEM Teparuy PaarOaKTUBHBIM HOIOM HEOOXOAMMO Ha3HAYEHHE
THaMa3ojia U P-aapeHo0I0KaTOpOB IS HOPMAJIM3alMKU 3TUX TToKa3aresei
(2/+).

MenrkaMeHTO3HOe JieYeHHe TUPEOCTaTMKaMKM OOBIYHO TIpeKpalliaeTcst 3a
10 cyt no HazHaueHus ' (B cirydasix TSXKeEI0ro TUPEOTOKCUKO3a BO3MOXKHO
MpeKpalleHue TeueHus 3a 3—5 cyr). TupeoctaTUKy He OTMEHSIIOTCS TIEPe]]
Tepanueil paaiMoaKTUBHBIM HOIOM Yy MALIMEHTOB C TSXKEIbIM TUPEOTOKCHUKO-
30M U/WIM TIpU 300€ OOJIBIIIOro pa3Mepa ISk MPeaoTBpalleHUsS] TUPEOTOK-
CUYECKOI0 Kpu3a.

NMpumenenne 'l npn 6onesnn peiiBca y pereii

Ecau B KauecTBe MeToza JieueHus 6onesnu I'peiiBea y neTeii BbIOpaHa Tepa-
nusa *'1, oH Ha3HauaeTcsa OJHOKPATHO, B 03¢, JOCTATOYHON Ul TOCTUXE-
HUS cToliKoro rumnotupeosa (1/++).

Llenb Tepanuy pagMoakTUBHBLIM onoM mpu 6ose3Hu 'peiiBea 3akioyaeTcs
B TOM, YTOOBI BBI3BATH TUITOTUPEO3, @ HE SYTUPEO3, T. K. aKTUBHOCTD 1311 Hike
OIpeIEJIEHHOIO YPOBHS BBI3bIBAET HU3KOMO3HOE O0OJIyYeHHE TKAHU IIATOBKI-
HOJA XeJIe3bl, YTO MOBBIIIAET PUCK Pa3BUTUS HOBOOOPA30BaHUIA.

MerToaMka pacyera J03bl Pa3IM4YaeTcd: B HEKOTOPBIX LIEHTPAX BCEM IETAM
Ha3HayaeTcd (pUKcUpoBaHHas akTUBHOCTL ' — 15 MKu, B 1pyrux aktus-
HOCTb PACCYMTHIBAIOT UCXOIA U3 OLIEHKHU WJIM MIPSIMOTO U3MEPEHUS pa3Mepa
Kesesbl U Tecta 3axsara 21 wim P,
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ITockoMbKY ¢ HEIOCTATOYHBIM YPOBHEM OOJTYUCHMS IIIUTOBUIHOM JKeJIe3bl
CBS3aHbl TIOBBINIEHHBIM PUCK 3JI0KAYECTBEHHBIX OIMYXOJEU IIMUTOBUIHOMN
JKeJie3bl, a TakKoKe HU3Kask 4acTOTa PEMUCCHU, BaXKHO, YTOOBI y IeTeil aKTUB-
HocTb 3! cocraisia He MeHee 150 MkKu Ha | T TKaHM IIMTOBUIHOM XeJie-
3bl. Y OOJBHBIX ¢ 0OJbIIMM pa3MmepoM kee3bl (50—80 r) menaecoobpa3Ho
Ha3HaueHue 6osiee BBICOKMX akTuBHOCTEH *'1 (13 pacuera 200—300 MxKu
Ha 1 T TKaHU XeJe3bl).

71 oLleHKY pa3MepoB IIUTOBUIHOM XeJie3bl, 0COOEHHO MPU KeJie3e 00Jb-
X pa3MepoB, peKoMeHayeTcsT Y3U. Y maumeHToB ¢ 09eHb OOIBIITM 3000M
CYIIECTBYET PUCK HEAOOLIEHKH pa3Mepa KeJle3bl U Ha3HAUCHMS B CBS3U C STUM
HEIOCTaTOYHOTO KOJMYECTBA paaIuoaKTUBHOrO ioaa. [1oaToMy y manueHToB ¢
pasMepoM IIUTOBUIHOM Kelle3bl 0ojiee 80 I cuMTaeTCsl MPEIIIOYTUTEILHBIM
XUPYpPrudeckoe JieueHue.

YoenuTenbHBIX JAaHHBIX O 00Jiee BBICOKON 3(P(PEKTUBHOCTU Ha3HAYCHUS
JIO3MMETPUYECKN pacCYUTaHHOI akTuBHOCTH !y neteii Her. [Tpu ycaoBuun
BBeneHMs aktuBHocTH 'l 3 pacuera > 150 MxKu Ha 1 T TKaHU LIUTOBUJ-
HOI1 JKeJie3bl YacToTa pa3BUTUS TMITOTUPEO3a COCTaBIIsIET 0KOJIO 95%.

Ha6niogenue nocne tepanun 'l

YpoBeHb TOPMOHOB IIUTOBUIHOM 3KeIe3bl Y ACTeil HAYMHACT CHUKAThCS B
TeUeHHE TIePBOI HEIeIM MOCIe Tepaluyi paguoaKTUBHBIM omoM. Hecmot-
psI Ha TO YTO HEKOTOPbIC Bpauyr BO30OHOBJISIIOT JICUEHUE AaHTUTUPEOUTHBIMU
cpencreamu nocite Teparuu 'l (uepes 7—10 cyT), B I€TCKOI MPAKTUKE 3TO
BCTpeuaeTcsl peako. YacTtora KpaTKOCPOUHBIX YXYOIICHUN THIIEPTHPEO3a
MocJje MpeaBapUTebHOrO JIeYeHUS] aHTUTUPEOUIHBIMU CPEICTBAMU HE U3-
BECTHA, UMCIOTCS PEAKUE COOOILEHMS O TOSIBIICHUHN Y IETei C TSDKEJIbIM -
NEPTUPEO30M TUPEOTOKCUYECKOTO Kpu3a rocie HazHaueHus 'I. Hasnaye-
HUE aHTUTUPEOMIHBIX CPEACTB MOXET 3aTPYIHUTH OLEHKY COCTOSIHUS ITa-
LIMEHTA, KOTOPOE B TAaKUX CIIydasiX MOXET OBbIThb CBSI3aHO C IPUMEHEHUEM
THamasosa, a He ¢ Tepanueii *'1. [Ipuem B-anpeHo6IOKATOPOB MOCIIE TEpa-
MUK PagroaKTUBHBIM MOIOM IIPOAOJIKAETCS 0 TeX ITOp, MoKa He HOpMaJlk-
3yeTcsl ypoBeHb ¢cBOOOoaHOro T,

PannoakTBHEI O BBIACISIETCS M3 OpraHU3Ma B OCHOBHOM C MOYOIi, B
MEHBIIIEI CTEIIEHN CO CIIFOHOM M ¢ KajoM. [locie jedeHust B IIUTOBUIHOMN
KeJle3e B TeUeHUEe HEeCKOIbKUX ITHEH COXpaHseTCs 3HAauMTEIbHAs paauoak-
TUBHOCTh. [1o3TOMY BaxkHO, YTOOBI IMALIMEHTHl U MX CEMBU ITOCJIC TepaItuu
B npupepXuBaauch peKOMEHIALMIA [0 PaaMalMOHHON O€30IaCHOCTH.

ITocne mpoBenenusa Tepanuu 31 ypoBHM TUPEOMTHBIX TOPMOHOB TOJIKHBI
N3MEPSIThCS eXeMecsTIHO. YpoBeHb 1T MOXeT muTelIbHOe BpeMsI OCTaBaTh-
Cs1 CHIDKEHHBIM.

I'umoTnpeo3 oOBIYHO pa3BMBaETCd Yepe3 2—3 Mec MOocie JIeYeHUs, TIPu
€ro BBISIBJICHUM HEOOXOAMMO HEMEIJICHHO Ha3HAYUTh JICBOTUPOKCHH.
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No6ounbie achdrextul Tepanun 'l y geren

[Mo6ounbie 3(pdekTsl Tepanuu ' y nereil BCTpeyaroTcsl penko, eciu He
CYMTaTh Pa3BUTUE TUIIOTUPEO3a, KOTOPHIA COOCTBEHHO W SIBJISIETCS LIEIbIO
tepanuu. Menee 10% neteit Xalylorcs Ha HEOOJBIIYIO 00JE€3HEHHOCTD Hal
IIMTOBUIHOM XeJIe30ii B TeUeHHe MepBOM HEE U MTOCe Teparuu; 3T0 MOX-
HO 3(pdeKTUBHO ycTpaHUTh ¢ moMoiisio HITBC.

Yepe3 4—10 cyT mocie Tepalnuu paguoakKTUBHBIM HOIOM MOXKET IOBBI-
CUTHCI YPOBEHD TUPEOUIHBIX TOPMOHOB BCJIEACTBME BHICBOOOXIEHUS paHee
CUHTE3UPOBAHHBIX TOPMOHOB U3 pa3pylliaronieiics IUTOBUIHON XeJe3bl; B
3TOT MEePUO] BOBMOXHO HazHaueHue B-aapeHo0J0KaTOPOB.

Ecnm mocne Tepanuy pagvMoakTMBHBIM MOAOM y peOcHKa BBISBISIETCS
OCTaTOYHasl TKaHb IIMTOBUIHON 3KeJIe3bl, CYLIECTBYEeT TeOpPETUUECKas BO3-
MOKHOCTb Pa3BUTHUSI B JaJbHEUIIEM paKa IIUTOBUIHON KEJIe3bI.

YuuThiBas HU3KYIO 3a00J1€eBa€MOCTb PAKOM IIIMTOBUIHOM Keje3bl y AeTeil
(I ma 1 000 000) m cpaBHUTEILHO HEBBICOKYIO 3a0071€BaEMOCTh Y B3POCIBIX
(1 Ha 100 000), a TakKe AIMTENIbHbIN JATEHTHbII TepUOa Pa3BUTUSI OMYXO-
JIM, TIPUPOCT 3a00JIeBAEMOCTH B HEOOJIBIIMX WCCIEIOBAHUSIX OOHAPYXHUTh
cioxHo. HeobGxonumo mpoBeieHre COBMECTHBIX UCCIICIOBAHUIM C ydacTUEM
OOJIBIIIOTO KOJMYECTBA MALIMEHTOB [JIs1 OoJiee HAIEeXKHOTO OIpeAeICHNUST OT-
NaJeHHbIX nocaencTsuil tepanuu 'l y nerei.

B 1a6:1. 4 mpuBOAATCA TEOPETUYECKUE TIPOTHO3bI PUCKA OHKOJIOTUYCCKUX
3a00sIeBaHU, CBA3aHHBIX ¢ Tepanueil ', 1 cMeEpTHOCTU OT HUX B 3aBUCH-
MOCTH OT BO3pacTa.

3ak4eHne

Takum obpaszoM, Bce Tpu MeToza JieueHUst 0oJie3Hu ['peliBca HA CerOaHSIIII-
HUI JeHb COXPAHSIOTCS B KIIMHWYECKON MpaKTUKE, MOCKOJbKY HU OJUH U3
HUX HE OKa3aJl CBOETO IOJABJISIONIETO MPEUMYIIIECTBA.

B nopasasomemM 00JBIIMHCTBE CIy4aeB y AeTeii ¢ 0oJe3Hbio I'peiiBca Tepa-
nHeii mepBoro BLIOOPa ocTaeTcs MeAUKAMEHTO3HOe JedeHue. [1pu peryiasipHom
npreMe aHTUTUPEOMIHBIX TIperapaToB U IPU OTCYTCTBUM OCIIOXXKHEHUH M
npobJsieM ¢ peXXrMMOM TpreMa B cllydyae HACTYIJICHUSI peMUCCUU MOXKET BOC-
CTAaHOBUTHCS TUIOTAIAMO-TUIO(PU3aPHO-TUPEOUTHBIN TOMEOCTa3.

Llenpro TMpEOCTaTUYECKON Tepalni SIBISIETCS TOCTIKEHNE MMMYHOJIOTH -
YeCKOi PeMMCCUU WJIM BPEMEHHOE JOCTUXKEHHE 3YyTUpeo3a, MO3BOJISIIolIee
MPOBECTU paguKaabHOE JeUeHre B TOM BO3pacTe, Koraa 3To OyaeT HauboJiee
Oe3omacHO W/Wian OyAeT JIydllle ePeHOCUTHCS.

Llenpio Tepanuu paauoaKTUBHBIM MOJOM WJIM TUPEOUIIKTOMUU SIBJISIETCS
JOCTUKEHUE TUIOTUpPeO3a C IMOCICAYIONIe Tepanueil JEeBOTUPOKCHUHOM,
TMOCKOJIBKY 3aMECTUTENIbHAsI Tepaltnus TUIIOTHUpeOo3a He TPEACTaBISIET 0CO-
00Ji CJTOXKHOCTU. Y HEKOTOPBIX AETEH U MOAPOCTKOB B Cilyyae peluanuBUPY-
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ouero TedyeHus: 6oje3Hu I'peiiBca Bo3MOXKeH MpueM HeOObLIMX J03 ThA-
MazoJia 1 pa3 B CyTKU B Te€U€HUE HEOMNPEIEJIEHHO JI0JT0ro BpeMeHu (Ipu oT-
CYTCTBUM MOOOYHBIX 3P dekToB). C Apyroi CTOPOHBI, MPU HEOOXOAMMOCTU
JJIATENbHON Tepanuy BBICOKMMU J03aMU TUPEOCTAaTUKOB BOIPOC CleayeT
pelaTh B MOJIb3y paauKalbHOTO JeueHus. Tupeouadkromus (caMblii cTapblii
crocob yedeHus 0oye3Hn ['peiiBca), B ciydyae OTCYTCTBUS CTOMKON peMucC-
CUM U HaJIUYMS KBATM(PUIIMPOBAHHOTO AETCKOTO XMPYpPTa, SIBIISICTCS paly-
KaJbHBIM METOAOM JICUeHUSI JaHHOTO 3a00JIeBaHUs.

Tepanusi paauoAKTHBHBIM HOIOM TOXE MMEET CBOIO «HUIIY» B JCYCHUU
0one3Hu I'peiiBca, HampuUMep y MOAPOCTKOB, HE COOIIOAAIOIINX PEXUM Jie-
YyeHus, y JAeTeit, KOTOpble COOMPAIOTCsl YUUTHCS BAAJIM OT poauTesei (Ha-
npuMep, B Kojiiemke). PekoMenayeTcsa nzbderaTb Tepanuy pagroaKTUBHBIM
onoM y MajeHbKMX AeTei (MJaaiie S5 JeT).

bonee crapmum aeTsM, Hy>XKAAIOIMMCS B paauKaabHON Teparnuu 1 mpe-
MOYMTAIOIINM M30eTaTh XUPyPTrUIECKOro BMEIIATEIbCTBA B CBI3HM CO CTPEC-
COM, AUCKOMMOPTOM, MocaeonepallMOHHBIMU PyOLlaMU U PUCKOM Pa3BUTHUS
MocJieonepaMoOHHBIX OCIOXHEHUI, CeayeT TPOBOAUTD TEPANUIO paaroaK-
TUBHBIM HOIIOM.
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(MenrepanbHble
KAVHW4YecKkne
peKomMeHAaUniA
(NMPOTOKOABI)

NO BeAeHNIO AeTel

I NTOAPOCTKOB

C r’MNonNapaTpeo30oM



CnMCoK coKpaLLeHu

AKTI — agpeHOKOPTUKOTPOIIHBIN TOPMOH

AnAT — ananunHaMuHOTpaHchepasa

AIIC  — ayTOMMMYHHBIN MOJUTJIAHIYISIPHBIA CUHIAPOM
AcAT — acmaprataMuHoOTpaHCcdepas3a

KT — KOMITBIOTepHAs TOMOTpadpus

IITT — mapaTupeouaHBII TOPMOH

PKM  — paHmoMusupoBaHHbIE KIMHUYECKUE HCCIeI0BaHUS
TTT — TUPEOTPOITHbINA TOPMOH

XHH — xpoHunueckass HaaAMOYEeYHUKOBAsI HEIOCTaTOYHOCTb

HAM® — uukiIndeckuii areHo3suHMoHodochar
OKI'  — anekTpokapauorpadust
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MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTopl, HCHOJb30BAHHBIE IJIS OIIEHKH KA4eCTBAa U CHJIbI I0KA3aTe/lbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIIEHKA 3HAYMMOCTH B COOTBETCTBMU C PEUTHMHTOBOI cxeMoii (Tadi. 1).

Ta6bnuua 1. PeliTuHrosas cxema Ans OLEHKN CUMbl PEKOMEHAALNIA

VYposenn Onucanue

Cuna peKoMeHIALnu

CuJibHbIe apryMEHTBI 32 IPUMEHEHUE 3TOr0 MeTola
Yo6enuTenbHble apryMEHThI 32 TPUMEHEHUE 3TOr0 MeToaa
Cnabble apryMeHTHI 3a IPpMMEHEHHUE 3TOro MeToaa

Cnabble apryMeHTbI MPOTHUB MPUMEHEHUSI 3TOr0 METoa

m g O W >

CWIbHbIE apryMEHTbI MPOTUB MPUMEHEHMSI 3TOr0 METO/a
YpoBeHb 10Ka3aTeIbHOCTU

I nOHTBep)KI[eHO 0oJiee YeM OIHUM pPaHAOMU3HUPOBAHHBIM KOHT-
POJIUPYEMBIM HCCIIEIOBAHUCM

11 IMoarsepkneHo 6ojiee YeM OAHUM HepaHJAOMU3MPOBAHHBIM
KJIMHUYECKUM HCCIIEI0OBAaHNEM JINOO HECKOJBKUMU aHATUTHYE-
CKUMU UCCIeTOBAHUSIMU OoJiee YeM M3 OHOTO LIEHTpa

11 [TonTBepX1eHO MHEHMEM 3KCIEPTOB, KIIMHUYECKUM OITBITOM,
OIUCATEIbHBIMU UCCIIEA0BAHUSAMU, SKCIIEPTHBIMU KOMUCCUSIMU

MerToapl, HCIOJIb30BAHHBIE I AHAJIN3A I0KA3aTEIbCTB:
e 0030pHI MyOJIMKYEMbIX METaaHAIU30B;
e cuCTeMaTU4ecKHre 0030phI C TAOMMIIAMU JOKA3aTeJIbCTB.

Onmucanne MeTOI0B, NCNOJIb30BAHHBIX JJII AHAJM3A JI0Ka3aTelbCTB

[Tpu oTOope TyOMMKalMii Kak BO3MOXKHBIX MICTOUHUKOB J0KA3aTEIbCTB HC-
MOJIb30BaHHAs B KaXKIOM MCCJICAOBAHUM METOIOJIOTMSI M3YJaeTcsl C LIEJIbIO
yOeIUTBCS B €€ BATMTHOCTH. Pe3ynbTaT M3ydeHns BIUSIET HAa YPOBEHB J0Ka3a-
TEJIBbCTB, MPUCBANBAEMBbI ITyOIMKAIIK, YTO B CBOIO OUepelb BIMSIET HA CUIIY
BBITEKAIOLIMX U3 Hee PeKOMEHIALINIA.
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Ha mpouecce olleHKM, HECOMHEHHO, MOXKET CKa3bIBAThCS U CYOBEKTHUB-
HbI akTop. s MUHUMMU3aUMK BO3MOXHBIX OLIIMOOK KaXKJI0€e UCCaea0Ba-
HIE OLICHMBAJIOCh HE3aBUCHUMO, T. €. IO MEHBIIIeH Mepe AByMS YWieHaMU pa-
Ooueii rpynnbl. Kakue-11b6o paznuuusl B OLEHKAX OO0CYXIAIUCh yXXe BCei
TPYIIION B TIOJTHOM COCTaBe.

Tabauupl 10Ka3aTe/bCTB

Tabnuibl 1oKa3aTeabCTB 3aMOJHSUIMCH WieHAMU padoyeid Tpymiibl.

MeTobl, MCNOIb30BAHHDIE /151 (DOPMYJIMPOBAHUSA PEKOMEHIAIMIA
e KOHCEHCYC 3KCIIEPTOB.

Nupuxatopsl Haaaexameii npaktuku (Good Practice Points — GPPs)

Pexomennyemasi Hamjexallasi mpakTuka 0asupyeTcsl Ha KIMHUYECKOM
OITBITE WIEHOB paboyYeil IPyIIIbl MO pa3pabOTKe PeKOMEHIALIMIA.

DKOHOMHUYECKHIA aHAIN3

AHa/u3 CTOMMOCTHU He IPOBOJAMJICS, W IyOJMKALMU MO (papMaKOIKOHO-
MUKe He aHaJIM3HPOBaJICh.

MeToabl BAIMIU3ANMN PEKOMEHIALINIA:

e BHEIIHSIS SKCIIEPTHAsT OLIEHKA;
e BHYTPEHHSIST 9KCIIEpTHAsST OLICHKA.

Onucanne MeTOA0B BAIMAM3ANNHA PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA peLieH3U-
POBaHbBI HE3aBUCUMBIMU 3KCIIEPTaAMU, KOTOPBIX ITOIPOCUIN ITPOKOMMEHTH -
poOBaTh MpeXe BCEro T, HACKOJIbKO MHTEPIPETAIMsl T0KA3aTeIbCTB, JiexkKa-
IIMX B OCHOBE PEKOMEHIALUMI, TOCTYITHA AJIsl TIOHUMAaHUS.

[TomydeHBI KOMMEHTApHUM CO CTOPOHBI Bpadell IIEpBUYHOIO 3BeHA U yda-
CTKOBBIX IEIMAaTPOB B OTHOIICHUN JOXOAUYMBOCTH M3JIOKEHUS PEKOMEHIa-
LIMIA 1 OILIEHKU BaXXHOCTM PEKOMEHIAlMi KaK pabdouyero MHCTPYMEHTa IO-
BCCIHEBHOM MpPaKTUKH.

[MpenBapurenbHas Bepcus OyAeT TakKe HallpaBjieHa pEeLieH3eHTY, He UMe-
IOIIEMY MEIUIIMHCKOIO 00pa30BaHMSsI, UISI MOJYYeHUSI KOMMEHTapueB C
TOYKU 3PEHMS MAllIEHTOB.

KoHcyabTauum 1 3KcrnepTHas oueHKa

[TocnenHue n3MeHEeHMST B HACTOSIINX PEKOMEHIAIIMSIX ObLIM B IIpeaBa-
PUTEIBHOM BEepCUU IPEACTaBICHBI IS AUCKyccun Ha KoHrpecce 3Hmo-
kpuHojoroB 20—22 masg 2013 r. (MockBa), Ha KOHPEpeHIIUN «DHIOKPHU-
Hojyorus B neguatpun» (Mocksa, 13 mexkadbps 2013 r.). [1penBapurenpHas
BepcHs BBICTABJICHA IJI IIMPOKOro obcyxkmeHus Ha caiite ®I'BY DHII,
JIUIS TOTO YTOOBI JIM1Ia, HE YYacTBYIOIME B KOHTpecce U KOH(pEePEHIMSIX,
MMeJIM BO3MOXHOCTh IIPUHSATh Y4acTUE B OOCYXIEHUU M COBEPIIECHCTBO-
BaHUM PEKOMCHIALINIA.

Pa6ouas rpynma

71 oKOHYATeIbHOM pedaKLMy M KOHTPOJII KauyecTBa PeKOMEHIAUN Oy-
IYT MIOBTOPHO MPOaHAIM3UPOBaHbBl WieHAMU pabodeil TpymIlbl ¢ LEeNbIO YI0-
CTOBEPUTHCS, UYTO BCE 3aMeUYaHUsI 1 KOMMEHTapUU SKCIEPTOB IMPUHSTHI BO
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BHMMAaHNE, PUCK CUCTEeMAaTMUYCCKUX OIIMOOK IIpHM pa3paboTKe peKOMEHa-
LM CBeeH K MUHUMYMY.

Cwnma pekomeHmaunii (A—E, I—I1I) mpuBoguTcs nmpu M310XKeHUW TeKCTa
pEKOMEHIALNA.

OnpepenexHre n 3TNonorug

['mmomapatupeo3 — CMHAPOM, KOTOPBI MPOSIBIISICTCS TUITOKAJIbIIIEMUEH 1
00yCJIOBJIEH HapylleHWeM CUHTe3a, CeKpelUrn WK neprudepruieckoro acui-
CTBHUS MapaTropMoHa (mapatupeougHoro ropmona, I1TT).
I'mmomapaTupeo3 — 3THOJIOTMYECKU TeTepOreHHOe 3a0oieBaHue. Y AeTeit
M MOAPOCTKOB €ro MPUUYMHON yalle SIBASIeTCS OAHO U3 HACJACACTBEHHBIX 3a-
OoJieBaHUIi, COMPOBOXKIAIOIINXCS HapylIeHUEeM SMOpUOreHe3a WiIu ayTo-
MMMYHHOM IEeCTpYKILIMel mapaliMTOBUIHBIX XXeJle3, a TakkKe AedeKkTamu pe-
LenTopoB, obecrieunBamlux nepudepuueckoe aeiicreue IITT B TKa-
HsIx-MuIIeHsX. KpoMme Toro, y nereil BcrpeyaeTcs ocaeornepallioOHHbIN TH-
MomnapaTupeo3 Kak OCI0XHEHNE TUPEOUIIKTOMUN WIM TOTAJbHOM ITapaTH-

peouasKToMuu (TaodJ.

2).

Ta6nuya 2. dtronorus runonaparpeosa

Ho3zomnorus Kimunnueckue T'en, ¢ myramusavu Tun Hacieno-
0CO0EHHOCTH KOTOPOro CBSI3aHbl BaHUSA
MPOSIBJIEHUS THIIO-
napaTupeo3a
HacneacTBeHHble BApUAHTBI
C Huskum yposnem IITT
AyTOMMMYHHBIN TIOJIN- XpoHnueckuii KaHmumo3 Kko- AIRE AP

[JIAHIYISIPHBIA CUHIPOM
1 Tuna

CunapoM Jlu JIxxopmka
(Besokapauodaciaib-
HBI CUHIPOM,
CATCH22-cunapom)

CeMeitHbBII M30JIMPOBaH-
HBII TUITONApaTUPEO3

CunapoM bapakara
(HRD-cunapom)

Cunnpom Kennu—Kad-
¢du nmu Canbsig—Cakat

KW Y CJIM3MCTBIX, HAIMO-
YeYHUKOBAsl HEJOCTATOY-
HOCTb, aJIOTICLINST U IpYTHe
ayTOMMMYHHbIE HapyIICHUS

Arutazusi TUMyca U TMapaiiu-
TOBUIIHBIX KeJie3, MOPOKU
cepalia, MOpPOKHU JULEBOrO
cKeJieTa

Her npyrux nposiBieHuit

HeiipoceHcopHas Tyroy-
XOCTb, AaHOMAJIMU TIOYEeK

3amepkka YMCTBEHHOIO pas-
BUTUSI, HU3KOPOCJIOCTbD,
MUKpoLehanusi, BpOXIeH-
Hble aHOMAJIMU TJ1a3

Heneumst 22ql1,
nenerust 10p3

PTH, GCM_2,
preproPTH

GATA3

TBCE (tuml),
FAMI1IA (tun 2)

B ocHoBHOM
criopaguye-
CKUe ciy4yau,
penko Al

AJl, AP

All

AP (tum 1),
Al (Tum 2)

243



Tabnuua 2 (okoH4aHue). ITnonorua runonapaTupeosa

Ho3zomnorus

Knunnyeckue
0COOEHHOCTH

T'en, ¢ Mmyranusavm
KOTOPOTO CBSI3AHBI
NPOSIBJIEHUsI THIIO-
napaTupeosa

Tun Hacueno-
BaHMSA

MI/ITOXOHI[]JI/IaIleaH OH-

JlakTanumo3, MHCYJIbTOIO-

JleeKTbl MUTO-

uedanomnaruss (MELAS-  10GHBIE cOCTOSIHMS XOHIpUATbHOM
CHUHJIPOM) JHK
l'umomarauemust Hedpokanbiuuos ¢ runep-  Claudin 16, 19, AP, Al
KaJbUUYypUel U TUnepmar- TRPM6
HUYpUEH; NaToJOruu raa3
(komoboma, MUOTHSI, HU-
cTarm)
Cunnpom Kepaca— HapyxHast oranbmorie- JleeKTbl MUTO- HacnenoBanue
Ceiipa I'usi, KapaIMOMMOIIATHSI, XOHAPUATbHON 10 MaTepUH-
MTO3, CaxapHbIil 11adeT JHK CKOW JTMHUU
C Hopmanvubim unu Huskum yposnem ITI
AYTOCOMHO-OMWUHAHT- T'unepkanbuuypust CaSR Al
Hasl TUTIOKAJIbLINEMUST
C egvicokum yposnem [ITT
INceBmorumomnapartupeo3d  OxwupeHue, JTyHOOOpa3HOE GNAS ALl
Tumna la (ocreoaucTpo- JINLIO, HU3KOPOCJIOCTh, 3a-
bust Onbpaiita) JiepKKa YMCTBEHHOTO pa3BU-
TUSA, OpaxuaakTUaus (YKO-
pouenue IV u V merakap-
MaJbHBIX U MeTaTap3aJibHbIX
KOCTEI1), MOIKOXKHBIE KaTb-
nbUKaThI
[IceBmorumormnapatupeo3 JleeKThl MeTH- ALl
Tumna lb JIMPOBAHMSI TeHA
GNAS
OcrteomneTpos TNFSFI1, CA2, AP, Al

(MpamopHasi 60J1e3Hb)

CLCN7, OSTM1,

CLCN n np.

IIpnoOpeTeHHble BAPUAHTHI

[TocneonepaliluOHHBII
TUIOINapaTupeos

IlocaencTBust TUPEOUIIKTO-  — —
MUHU, NapaTUPEOUIdKTOMUN

Aﬂ — ayTOCOMHO—Z[OMHHaHTHBIﬁ TUIT HACJICOOBAHWA, AP — ayTOCOMHO—pCHECCHBHBIﬁ THUIT
HacJeaoBaHMA.
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[lnarHocturka

IInan obcnenoBaHMs MalMeHTa C TUITOKaJAbLiMeMUeil — cM. puc. 1.

CUMMTOMbI VpoBeHb obLero Ca®* cHikeH:

< 2,25 mmonb/n
N < 2,0 MMONb/N (Y BOHOLLEHHbLIX HOBOPOXAEHHbIX)
Cny4ainHoe onpegeneHvie < 1,75 MMOnb/N (Y HEOHOLLIEHHBIX)

| Ca®* v hocchop Kposm |

YpoBeHb Ca®* CHIXeH
YposeHb chocchopa B Kposm VpoBeHb hocdopa B KpoBm
noBbILLEH CHMXEH nnu B Hopme

Bbicokuih ypoBeHb
XMH Manba6copbuus Paxutbl

KpeaTnHuHa

YpoBeHb hocdopa B MOYE CHUXKEH
YposeHb MTI7
NOBbILLEH

VYposeHb [Tl cHUXeH unmn
B| Hopme

AKTMBUpYIOLLME
myTaumm CASR

nomarHnemuns 'vnonapatnpeo3s McespgorvnonapaTnpeos

PucyHok 1. Anroputm nepsu4Horo 06¢neoBaHns naunenTa ¢ runokanbuemuei. MNTI — napa-
TUPEONIHbIA ropMoH; XITH — XpoHMYecKas noyeyHas HeaocTaTo4HOCTb; CASR — KanbLunid-4y-
BCTBUTESbHbI peLenTop.

1 aTan. MNepBuyHaa AMarHocTUkKka runonaparumpeosa

OoHMM U3 OCHOBHBIX IMPOSIBJICHUI TUITONapaTUpeo3a SIBJISIETCS TMITOKaJb-
LHUEMUS — HU3KUU YyPOBEHb MOHU3UPOBAHHOIO KaJIbLIMS B CHIBOPOTKE.
ITepBruuHOMYy OOCIEIOBAaHUIO C I1I€JbIO0 JUArHOCTUKMU TUITONapaTHpeo3a
No;JIeXaT MauMEHThI ¢ KIMHUYECKMMU MPOSBJICHUSIMU, XapaKTEPHbIMU IS
TUITOKAJIbLIIMEMHUU.
CuMNOTOMBI TUMOKAJbIIMEMUU B OCHOBHOM OOYCJIOBJEHBLI HapylleHHEeM
HEPBHO-MBILIEYHOM Mepeaayu:
e cynoporu (B TOM 4YucJie FeHepalru30BaHHbIE TOHMKO-KJIOHUYECKUE);
e CrnasMbl OTHEAbHBIX MBI JWlA, KUCTEH, KaprnoreaalbHbIll pedrekc
(«pyKa aKyiiepa») B BUIIe CBEISHUS MaJblEeB C YAbHAPHON JeBUALIMEN KU~
CTU;
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e MbIlIEUHAas C1abOCThb;

e 0OJIM U IapecTe3Uu B MBIIIIAX TOJEHU, CTOIl, NpeAIieubs KUCTEeM, JIUla
(HampuMep, TUIIMIHO OHEMEHNE BOKPYT pTa);

e JIADUHTOCIIA3M;

e HapylIeHUs CepAeYHOro put™Ma (CMHIPOM YyIIMHeHHoro uHTepBasa QT
v Ip.);

e Y HOBOPOXIEHHBIX TMIOKAIbLINEMHSI MOXET IPOSIBISITECSI TOJBKO IIIO-
XUM HaOOpOM Beca U OOMJIBHBIM CPBITMBAaHUEM, HO BO3MOXHBI TaKKe re-
HepaJM30BaHHBIC CyIOPOTH, alTHO3 U OCTPasi CEPAEUHO-COCYAUCTast HEI0-
CTaTOYHOCTb.

ITpu ocMoTpe MOTYT ONpeAeasIThCS:

e CHMIITOM XBOCT€Ka — COKpaIlleHHe MUMWYECKMX MBIIIIII IIPU ITOCTYKIBa-
HUM HaJ BEpXHCUYEITIOCTHOI Myroil BIOJb IPOSKIUK JINIIEBOTO HEpBa;

e cuMmnToM Tpycco — caaBlieHME MaHXKETOM TOHOMeTpa B 00JIacTH Tlieua
(Ha 5—15 MM PT. CT. BBIIIE CUCTOJIWYECKOTO IaBJIeHUS) B TeUCHUE 2—
3 MHMH IIPOBOLIMPYET KapIloNeaalbHBINA cia3M (CBeAEHME IaJIbLEB C YJib-
HapHOI JIeBualueil KUcTu).

B cinydae mnuTenpHO CyIIECTBYIOIIEH TMITOKAJbIIMEMUN IIPU IIEPBUYHON
JUATHOCTUKE MOTYT OOHAPY:KUBATHCS OCIOXHEHUS:

e KaJbLIMHATBHI B 00JIacTU Oa3ayibHBIX raHmimes (cuHapoMm Papa), BbISBIISI-
ercs npu KT rojioBHOro mosra;

e KaTapakTa;

e TUMoOILIa3us 3yOHO# sMmanu (y AeTeil MJaallero Bo3pacTa).

Hu onuH M3 3THX CHMNTOMOB He sBIsAeTcs crnemupuiyecKMM KpPHTEpHEM
THIONAPATHPEO3A U TPeOyeT J1adopaTopHOro moAaTsepxkaeHus. JIoooii U3 Bbi-
nienepeyrcaeHHbIX CUMIITOMOB SIBJISIETCS OCHOBAHMEM /IS M3MEPEHHsI YPOBHS
Kaabius B ceiBopotke (BII).

JaHHble aHaMHe3a:

e HaJIMYME y TallMeHTa 3a00jieBaHMSI, OMHUM M3 KOMIIOHEHTOB KOTOPOIO
MOXKET OBITh TUIIOIIAPaTUPEO3;

e XUPYypPTAYECKUE BMEIIATEILCTBA B 00JIACTH IIICH;

e HaJM4ue OJM3KUX POACTBEHHUKOB, CTpalarollMX HACJAeACTBEHHBIMU 3a-
0oJIeBaHUSMU, OMHUM U3 KOMITOHEHTOB KOTOPBIX MOXET OBITh TAIIOIIapa-
TUPEO3.

[ManueHTam 63 KaKux-1u00 KIMHUYECKUX MPOSIBJICHUI TUIONapaTUpeo-
3a, HO UMEIIIMM 3a00jieBaHNe, KOMIIOHEHTOM KOTOPOTIO MOXKET OBITh TH-
MoTapaTUpeo3, a TakKKe UX POACTBEHHUKAM C TaKUMM 3a00JIeBaHUSIMU He-
00XOIMMO TeHEeTUYECKOe KOHCYJIbTHPOBaHUE — creluduueckoe o0caeno-
BaHME, BKJIIOYAlOIlee B CeOSI TeHETUUYCCKYIO TUArHOCTUKY W/VUIM IIPOBEIe-
HUE YTOYHSIONIEH NMAarHOCTUKM Ha HaJIMdue CYOKIMHWYCCKOU TMIIOKAlb-
muemuu (cM. Il aTam gunarHocTukm).

Ha nepBomM sTane odciaeaoBaHus HEOOXOAUMO MPOaHAJIM3UPOBATh CJIeay-
fouue gadopatopHbie rokazatenu (BII):
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e YPOBEHb OOILETO KaJbLMSI B ChIBOPOTKE;

e YPOBEHb WOHM3MPOBAHHOIO KalblLiM B CbiBOpoTKe [Ca’* MMoub/1 +
+ 0,02 x (40 — anpOymMuH 1/71)];

e YPOBEHb OpraHmyeckoro ¢gocdopa B CHIBOPOTKE;

e YPOBEHb IMApPaTTOPMOHA;

e AKTUBHOCTb LIEJOYHOU (pocdarassl;

e DKCKpEUUs KaJbLMs C MOYOii: ypOBEHb KaJbLIMsI MOYM /YPOBEHb (KpeaTH-
HUHA MOYM X YPOBEHb KpeaTMHUHA TJ1a3Mbl);

e YpOBeHb BUTaMMHA D B CHIBOPOTKE;

e YPOBEHb MarHUs B CHIBOPOTKE;

o okckpeunsa TAM® ¢ mouoii (Tect Diacsopca—IloBapaa)'.
OCHOBHBIE MHCTPYMEHTAJIbHBIC MCCIIEIOBAHMSI, IIPUMEHSIEMbIC TIPU dua-

THOCTHKE TPUYMH U OCJIOXHeHUI runokaibureMuu (BIIT):

¢ OKI;

e peHTreHorpadus yepera, rpyIHON KJIeTKH, KOCTe# Ta3a, HIKHMX KOHEY-
HOCTEi?;

e 0(PTAILMOJIOTMYECKOE MCCIIEN0OBAHUE;

e KT ronosHoro mosra'.

OueHKa pe3ynibTaToB /1a60paTopHbIX NCCIIefOBaHUN

Hwuzkuii ypoBeHb Kaablivs Ha (pOHE HU3KOTro YpoBHS (pocdopa B KpoBU He
XapaKTepeH IJIs TUIoIlapaTUpeo3a U MOXKET ObITh CIAeACTBHEM Ae(hUIINTA
ButamuHa D, ManpabcopOLMM, mpreMa HEeKOTOPBIX JIEKAPCTBEHHBIX IIpe-
napaTtoB (ITPOTUBOCYIOPOXHBIE CpeAcTBa, oruchocdoHaThl, KaJbLIMTOHUH,
XMMHUOTepaIlleBTUISCKUEe IIperapaThl W Ip.), XPOHUUECKUX 3a00JIeBaHMIA
TeYCHU.

Huskuii ypoBeHb KajbliMs B COYETAaHUM C BHICOKMM ypoBHeM ¢hoccopa B
KPOBH SIBJISICTCS] TMAarHOCTUYECKUM KPUTEpHEM THITOIapaTHpeo3a.

YpoBeHb (occhopa B Moye MpU rurnonapatupeose, HampoTUB, CHUKEH,
yto orpaxaeT Aeduiut IITI, KkoTOphlii B HOpME YCHJIMBAeT 3KCKPELUIO
docdopa noukamu. Huzkuit yposeHs IITT" nmpu HU3KOM ypoOBHE KaJlbLMS U
BBICOKOM YpOBHe (poccopa B KpOBM UM HU3KOM ypoBHe ¢dochopa B Moue
CBUETEJILCTBYET O TMIIONapaTUPe03e, BbI3BAHHO HAPYIIEHUEM CHUHTEe3a WU
cexpeunu ITTT. Beicokmii ypoeHs ITTT, HanmpoTuB, XapakTepeH IJs MCEB-
Jorunomnapatupeosa (pe3ucteHTHOCTh K I1TT).

Ecnu ypoBens (pocdopa moBwIIIeH U B KPOBU, U B MOUE, TO O3HAYaeT,
YTO TUIIOIIapaTHpeOo3a HET, M YyKa3blBaeT Ha M30BITOYHOE ITOCTYIUICHHUE
¢dochopa B opranusm (mpuem ImpenapaToB ¢ocdopa, pacraa OmyXoju,
pabgomumonm3). [ mnmokanereMus u rutepdocdareMust ¢ 04eHb BEICOKUM
YpPOBHEM KpeaTMHMHA U MOBbIIIeHHBIM YpoBHeM IITI cBuAeTeabCTBYET O

lHe 06H33TCJICH, UMEET 3HAYCHUE JIA NTUATrHOCTUKHW THUIIA IICEBOOIUIIONapaTupeosa.
2H€ OTHOCATCA K SKCTPEHHBIM JUATHOCTUYCCKUM MCPOIIPUATUAM.
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MATOJOTMK TTOYEK C Pa3sBUTHEM XPOHMYECKON IMOUYEUHOI HEITOCTATOYHO-
ctu (cM. puc. 1).

[Mocne ycTaHOBICHMSI TMaTHO3a TUITONApaTUpe03a JallbHellee 00cien0-
BaHME JOJDKHO OBITH HAIIpaBJIEHO Ha YTOYHEHME €ro KOHKPETHOI HO30J10-
rn4eckoit (opMHI.

Il aTan. ilvarHocTuka Ho3onoru4eckom chopmbi

VY neteii runomnapaTupeos3 NpakTUIECKU BCEraa sSIBJSIETCS CIEICTBUEM Pel-

KOro HACJeACTBEHHOTO 3a0ojeBaHUS (3a HCKIIOUEHHMEM IIOCieolepa-

LMOHHOIO TUITONApaTUPe03a). YCTAaHOBUTh IPUUMHY Pa3BUTHS THITOIIApa-

THpPEO3a U OINPEAeJTUTh HACAEACTBEHHBIH CHHAPOM HEOOXOAMMO, UYTOOBI

MpaBUJIbHO BBHIOpPATh HAJBHEHIIYI0 TAKTUKY BEICHUsS IalleHTa, OIpele-

JINTH MIPOTHO3 3a00JIeBaHUSI M BO3MOXHOCTh CEMEITHOI0 KOHCYJIBTHUPOBa-

HUS.

M3BecTHBIE Ha CETONHSIIIHUI I€Hb CMHIPOMBI, KOTOPHIE MPOSIBIISIIOTCS
runonapaTupeo3oM, CYMMUPOBAHBI B Ta0I. 2.

[aHHble aHaMHe3a (B TOM YMCJIe TIIATEeIbHO COOpaHHBIN ceMeiHbIN aHa-
MHe3) U (PeHOTUIIMYEeCKHEe IMPU3HAKKA IPU BHUMATEILHOM OCMOTPE MOTYT
CJIY>KUTb XOpOoIllel TUarHOCTUYECKOM MOJACKA3KOM.

e IlepeHeceHHbIE omnepallMyd B 00JaCTU IIer, IIIMTOBUIHON XKejle3bl YKa3bl-
BaIOT Ha IPHOOPETEHHBIN MOCICONePAlIMOHHBIN TUIIONAapaTUPeO3 U T0-
3BOJISTIOT HE MPOBOAMTH JaJIbHEUIINM TUAarHOCTUYSCKUI TTOMCK.

e CaMoii yacToil MpUYNHON rUmorapaTipeos3a y AeTei cTapiie Tpex JeT siB-
JISIETCSI ayTOMMMYHHOE ITOpaXX€HHEe KaK OZHO M3 IIPOSIBICHUI KaHIM-
JIO-TIOJIMAHAOKPUHHOIO CUHAPOMA — ayTOMMMYHHOI'O TOJIMIJIAHIYJISIP-
Horo cuHapoma 1 tuma (AIIC 1 tTuna). BeigBnenue Apyrux KOMIIOHEHTOB
AIIC 1 Tnma — XpOHMYECKOTO KaHIMIO3a CIM3UCTBIX, OHMXOMMKO3a,
HaAIOYeYHUKOBOM HEIOCTATOYHOCTH, aJOINeH, BUTUJIUTO U JIp. — SIB-
JISIeTCsl TIPSIMBIM yKa3aHMEM Ha Hajuuue 3Toro 3abojeBaHus. Ho maxke
IIPU OTCYTCTBUM APYIMX KOMIIOHEHTOB CHHApPOMa MaHU(ECTaUs TUIIO-
raparupeos3a y pedeHKa craplie Tpex JeT SBISETCS TTOBOIOM JIJIsI UCKITIO-
yeHust AIIC 1 tuma u mpoBeAeHUs] TEHETUYECKON MM MMMYHOJIOTHYE-
CKOI TMarHoCTUKM (MCcaeaoBaHMe Ha Haluuyue MyTaluili reHa AIRE wiu
cneur@uUecKnX aHTUTEN K UHTEP(PEPOHY m).

e XapakTepHBIMU MpU3HaKamMu cuHapoma Ju JIxkopmka SIBASIOTCS: THITO-
IUIa3KUsl HYDKHEH YeTIOCTH, TUIIEPTEIOPU3M, KOPOTKUU (DWILTP, HHU3KO
MMOCaXKeHHBIC YIIHbIE PAKOBUHBI, pacllejMHa BepxXHEro Heba, IOpO-
ku cepaua (terpaga ®anno, MOpoKU KPYIMHBIX COCYIOB U JIp.), BPOXIACH-
HBIIT UMMYHOIE(ULNT (HEAOCTATOYHOCTDh T-KIIETOYHOrO 3BeHAa MMMYHHU-
TeTa).

e XapaKTepHbIMU MpU3HAKaAMU IICEBAOTUIIONapaTUpeo3a TUlla la SBIsSIOT-
csl: OXXHMpeHue, JIyHOOOpa3HOoe JIMII0, HU3KOPOCIOCTh, 3aepKKa YMCTBEH-
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HOro pa3BuTuUsl, OpaxuaakTuians (ykopoyeHue IV u V MeTakapnajibHbIX U

MeTaTap3aJbHBIX KOCTeH), MOAKOXHbBIE KalbLIM(UKATHI, THTTOTUPEO3 (pe-

3ucTteHTHOCTL K TTT), rmmoroHamm3M (pe3MCTEHTHOCTh K TOHAIOTPO-

MUH-PUJIM3UHT TOPMOHY), IeDULIUT TOPMOHA POCTa (Pe3UCTEHTHOCTb K

COMaToJIUOEPUHY).

e Hanuune HapyXHOU ODTaIbMOIUIETMN, NTO3a, KAPANOMMOIIATUHN TpeOyeT
B MEpBYIO ouepeab UCKIOYUTh cuHapoM KepHca—Ceiipa, oTHOCSIIMIACS
K I'pyIIle MUTOXOHIPUAIbHBIX OOJIE3HEN.

e BrIsiBiieHre BEICOKOTO YPOBHS KalblKS B MOUe (TUIIEPKAIBIINYPUN), BbI-
COKOTO KaJbLIU-KPEaTUHMHOBOTO MHAEKCA CBUIETENbCTBYET O AcdeKTe
KallbLIMIA-4yBCTBUTENbHOTO peuentopa CASR (aKTUBUpPYIOILIUE MYyTalMUU
reHa CASR). YautbeiBas ayTOCOMHO-IOMMHAHTHBIN XapaKTep HacjleIoBa-
HUS 3a00JIeBaHUS, B OTOM CJIy4yae HEOOXOAMMO O0CJIeN0BaTh POAUTENEH
He TOJIbKO Ha HaJIMuue MyTallui, HO U Ha CYOKJIMHUYECKYIO TUTIOKAIbIIM -
eMUIO W TUIICPKAJIbLIYPHIO.

OnpeneneHre KOHKPETHOM HO30JOTMYECKOM (popMBI TMIIONapaTupeosa
MO3BOJISIET IIpe/icKa3aTh TeUeHUe 3a00JIeBaHus, ONPEAEIUTh BEPOSITHOCTD
pa3BUTUA MATOJIOTUU APYTUX OPTAaHOB U CUCTEM M BBIOpPATh TAKTUKY JieUe-
HUS. YCTaHOBJIEHME TeHETUYeCKOro aedekra Mpu HacjaeICTBEHHBIX (op-
Max TUIIoIlapaThpeo3a JaeT BO3MOXHOCTb OMNpPEeAeIUTb PUCK POXIECHUS
OOJIbHBIX IETeH B CeMbe MallMeHTa, IIPOBOAUTH IIPeHATAIbHYIO IMAaTrHOCTH -
Ky (BIII).

[Ipu OTCYTCTBUM HONMOJHMUTENbHBIX KIMHUYECKHUX KOMIIOHEHTOB, KOTO-
pble MO3BOJISIOT 3anoao3puTh Hannuue XHH, Heobxoaumo:

1. BceM mauueHTaM ¢ U30JMPOBAHHBIM TMIONAPaTUPEO30M HESICHOU 3THO-
JIOTMH, BO3HMKIIEH B BO3pacTe cTapiie 1 roga, MpoOBECTU MCCIEIOBaHUE
reHa AIRE nist UCKIIOUYEHUSI ayTOMMMYHHOTO TTOJIMIJIAHAYJISIPHOTO CUH-
npoMa 1 Tuna (CHayvasia TIOMCK YacTOM JJIsl pOCCUMCKON MOMYJISLUU My-
tarm R257X, Tipu ee OTCYTCTBMM — IIOJIHOE CEKBEHMPOBAHME TeHa)
1/WIN UCcCliefoBaHNe Ha aHTUTela K mHTepdepoHy w (BII).

2. B 3aBUCUMOCTM OT HaJIMYMSI AOTOJHUTEIbHBIX KOMIIOHEHTOB WJIM OCO-
OCHHOCTEM CeMEeHOro aHaMHe3a IPOBECTU MCCJICIOBAHMS IO BBISBIIC-
HUIO MyTalUMii M3BECTHBIX T€HOB, OTBETCTBEHHbIX 3a Pa3BUTHUE CUHAPO-
MOB, TPOSIBJSIOIIMXCS TUITONMapaTupeo3oM. PerieHue 0 KIMHUYECKOM
3HAYCHUM TE€HETMYECKOTO MCCAeAOBAaHUS M €ro HEOOXOOMMOCTU B KaX-
JIOM KOHKPETHOM cJjlyyae MPUHUMAIOT COBMECTHO CIELMATUCT-3HA0KPHU-
HOJIOT, TeHeTUK U poautenu (cm. tadma. 2) (BIII).
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rmnonapaTpeo30om

1. KOHTpOo/Ib YyPOBHS MOHU3MPOBAHHOIO KaJblLIMSI U OlIEHKAa aAeKBaTHOCTHU
Tepanmu — 1 pa3 B 2—4 Hemenn.

2. O6cnenoBaHre C YY4ETOM MPUYMUHBI TUITOKAJIbLUEMUU 751 BBISIBICHUS
HOBBIX KOMIIOHEHTOB CHHApPOMAa WJIM KOPPEKLMHU YK€ Ha3HAYEHHOM Te-
panuu COBMECTHO ¢ Apyrumu cneumnanuctamu (BII).

ITpumep: npu ayTOMMMYHHOM TOJUIJIAHAYJISIPHOM CUHApoMe 1 Tuma —
ypoBHU KopTuzoina, AKTI, nmpo6a ¢ AKTI (cunakrenom), yposuu TTT,
cBobogHoro T,, aktuBHOCTbL ATAT u ACAT, ypoBeHb IJIIOKO3bl KPOBU, KJIU-
HUYECKUI aHaau3 KpOBM, a Takxke — MO TIIOKa3aHMsIM — Jpyrue
HCCJIEAOBAHMSI.

bonbHble peaKMMU HACIEeICTBEHHBIMM BapMaHTaMM TUIIONapaTupeosa
JOJKHBI HAOTI0AThCSl HE TOJILKO MO MECTY KMTEJIbCTBA, HO U B CIlelMaIv-
3UPOBAHHBIX MEAUIIMHCKUX LEHTPaX, UMEIOLIMUX OIbIT HAOJIOAECHUS 3a Ia-
LUEHTAMU C PEIKOM 3HAOKPUHHOW ITaTOJIOTUEN.

JleveHune rmnokanbumemMmmm

OKCTPEeHHbIe MEepPonpUATUA B OCTPbIX cny4YanaXx

IToka3anus: reHepaJIM30BaHHbIE CYTOPOTH, BhIPAXKEHHbIE MbIIIIEYHbIE CTIa3-
MbI, TIOTEPsI CO3HAHMSI, JJapMHTOCIa3M, HapyllIeHUs CEPIeUYHOI0 pUTMa.

Jleuenne. ['mokonHat Kanpimst 10%, 10 M B/B 600cHO (Y HOBOPOXKICH-
Hbix — 1,0 MJ1/Kr), BBOAAT MeAJIeHHO B TeueHue 5—10 MuH. 3aTeM NpoaoJ-
KaloT B/B KaleJIbHOE BBeACHUE B 103¢ 3—6 MJI/KT/CyT (MaKcMMabHasl 103a
8,8 MMOJIB/JI/CYT) IO HOpMalM3allny YpOBHSI Kajblus. Ilocie Kymmposa-
HUS TSDKEJIbIX CUMIITOMOB TUIOKAJIBIIMEMUM HY>KHO O BO3MOXKHOCTHU CTPE-
MUTBCS K MIEPEXOY C MapeHTepaJTbHOTO Ha SHTEPaIbHOE BBEACHUE KalIbIIMSI.
He momyckarp ImomamaHusI pacTBOpa B MOIKOXHYIO XXMPOBYIO KJIETYATKY,
YTO MPUBEAET K HEKPO3y TKaHE ¢ HeOOXOAMMOCTBIO MJIACTUYECKON KOp-
PEKILIMU B JAJbHEHIIIECM.

KoHTtposb a3dhdheKTUBHOCTU Tepanuu MPOBOAUTCS HA OCHOBAaHUM YPOBHSI
Kajblus B cbiBopoTke U DKI'. Ha choHe BBeneHMST KaJblsl BO3MOXHO pa3-
BUTHE OpaguKapIuM.

MocTosHHaA noaaep)XXuBaowlan Tepanusa

[lpy rumomnapaTupeo3e M ICEBIOTUIONApaTUPEO3e OO0 3THOJIOTUU
OCHOBHBIM METOIOM JIEUEHUsI SIBJISICTCS Ha3HAYEHUE MTPENapaToB THAPOKCH-
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JIMpoBaHHOro BUTaMuHa D (anbdakanbuumoi, Kaabuutpuon). ITogdop mo-
3bl TIPOM3BOJAUTCSI CTPOrO MHAMBUAYAJIbHO HA OCHOBAaHUM YPOBHS KaJbLIMS
KpoBu (m3mepsioT 1 pa3 B 3 cyr). CraproBas go3a Tipernapara 3aBUCHUT OT
YPOBHSI MIOHU3UPOBaHHOTO Kajblus (MeHee 0,8 MMosb/1 — 1—1,5 MKT/CyT;
0,8—1,0 mmoab/n — 0,5—1 mkr/cyt) (BIII).

He cymectByeT orpaHMYeHN 110 MUHUMAJIBHON M1 MaKCUMaJIbHOM TO-
3¢ BuTammuHa D. Kputepun npaBmibHOro momdopa J03bI — YPOBEHb Kallb-
uus B TeyeHue 10 cyT He BBIXOAUT 3a Mpenesibl Arara3oHa OT HUKHEN rpa-
HUIIBI HOPMBI 10 CpeAHMX pedepeHCHBIX 3HAYeHMI, MPUHSATHIX B JAaHHOMU
J1abopaTopuu; IOCJIe TOTO KakK J03a IToA00paHa, KOHTPOJIb YPOBHS KaJIbLIMSI
npoBoauTcs 1 pa3 B 2—4 Hell, HA OCHOBAaHUU Y€To J03a IpernapaTa Ipu He-
00XOIMMOCTA KOPPEKTUPYETCSI.

JOMOJTHUTEIbHBIM CPEACTBOM IPH JICUCHUM SBJISTIOTCS IIpeIapaThl Kajlb-
uus B foze 500—3000 Mr/cyT m1s1 obecrieueHUsT J0CTaTOUHOTO MOCTYIIJICHUS
Kanbimsg B opranusMm (BIII).

[Tpu runmoMarHueMny Ha3HAYAIOT TaKKe MarHus riaunepodocdar BHYTPb
B no3e 0,2 MMoJib/KT 3 pa3a B cyTku. Eciiu mpemnapatbl 1151 ipyueMa BHYTPb
Hea(hGEeKTUBHBI MM BO3HMKAIOT TSDKEIbIe ITOOOYHBIE peakiuu (auapes),
peKoMeHayIoTCs B/M nHBbeKIMKU 50% pacTBopa cyibgaTa MarHus.
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(MenrepanbHble
KAVMHWYecKne
peKoMeHAaUNW
(NMPOTOKOABI)

NO AVBrHOCTMKE

VI ABYEeHUIO
rNOrOHaAN3MA

vV AeTel 1 NOAPOCTKOB



CnMCoK coKpaLLeHu

AMI' — aHTUMIOIEPOBBIIT TOPMOH

KKT — XenygoyHO-KUIIEUHbIHA TPaKT

N®P-1 — nHCcynmmHONOmOOHbIN (pakTop pocTa 1

K3PIl — xoHcTUTyIIMOHANIbHAS 3aepsKKa MOJIOBOTO Pa3BUTHUS
JIT — JIIOTEMHU3UPYIOIIUK TOPMOH

MPT  — MarHUTHO-pe30HaHCHasE TOMOTpadus

PKM  — paHmoMusupoBaHHbIE KIMHUYECKUE HCCIeI0BaHUS
CT® — cuHIPOM TEKCTHUKYISIpHON (peMMHM3AIINN

TTIT  — TUpPeOTpPONHBII TOPMOH

DOCI'  — DOUIMKYJIOCTUMYIMPYIOLINI TOPMOH

XIq — XOPMOHMYECKUI1 TOHAJTOTPOIIMH YeJI0BeKa

392 — BCTPaAaAnON
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MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTobl, MCMOIb30BAHHDIE [IJIsA OIIEHKH KA4eCTBA M CHJIbI I0KA3aTeJIbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIIEHKA 3HAYMMOCTH B COOTBETCTBMU C PEUTHMHTOBOI cxeMoii (Tadi. 1).

Tabnuua 1. PeliTuHrosas cxema ans OLEHKN CUMbl PEKOMEHALNIA

‘YpoBenb Onucanue

Cuta peKoOMeHIalnm

CusibHbBIC apTyMEHTBI 3a MPUMEHEHUE 3TOr0 METoa
V6enuteapHble apryMEHTHI 32 IIPUMEHEHUE 3TOr0 METOIa
Crabble apryMeHTHI 3a TIPUMEHEHHE 3TOTO METOIa

Crabbie APryMEHTHI NIPOTUB NMPUMEHEHU 3TOI0 METOa

m g QO w >

CuWJIbHbIE apTyMEHTBI MPOTUB MPUMEHEHUSI 3TOr0 METOo/a
YpoBeHb n0Ka3aTeIbHOCTU

| HOZ[TBCp)KI[CHO 0oJiee YeM OHUM pPaHAOMU3HUPOBAHHBIM KOHT-
POJINPYEMBIM UCCICIOBAHUEM

11 [MoarsepxneHo Gojiee YeM OAHUM HepaHIOMU3MPOBAHHBIM
KJIMHUYECKUM KCCIICIOBAHUEM OO HECKOJIbKUMK aHATUTUYe-
CKMMHU UCCIEAOBAHUSIMM Oosiee YeM U3 OJHOTO LIEHTpa

111 [TonTBep:XaeHO MHEHMEM DKCIIEPTOB, KIMHUYECKUM OITBITOM,
onucaTeJIbHbIMUA UCCIIENOBAHUSIMU, SKCIIEPTHBIMM KOMUCCHUSIMU

Mertoapl, HCIOJIb30BAHHBIE I AHAJN3A JI0KA3aTEJIbCTB:
e 0030pHI MyOJIMKYEMbIX METaaHAIU30B;
e cUCTeMaTUYeCcKHe 0030phI C TAOMMIIAMU JOKA3aTeJIbCTB.

Omucanne MEeTOI0B, MCNOJIb30BAHHBIX /JI AHAJM3A JI0Ka3aTelbCTB

[Tpu oTOope TTybGIMKalMii KaKk BO3MOXKXHBIX MICTOUHUKOB J0OKA3aTEIbCTB HC-
MOJIb30BaHHAsT B KaXKIOM MCCJICAOBAHUM METOIOJIOTMSI M3Y4JaeTcsl C LIEJIbIO
yOeIUThCS B €€ BATMTHOCTH. Pe3ynbTaT M3ydeHnsT BIUSIET HAa YPOBEHB J0Ka3a-
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TEJbCTB, MPUCBAMBAaEMbIil MyOJIMKALIMK, YTO B CBOIO OYepedb BIMSET Ha CUITY
BBITEKAIOIIMX U3 Hee PeKOMEHIALIUiA.

Ha mpomecce olieHKM, HECOMHEHHO, MOXET CKa3bIBaThbCS M CYOBEKTHB-
HbII (pakTop. 1T MUHMMU3ALMK BO3MOXKHBIX OIIMOOK KaxKa0e McClieaoBa-
HUE OLIEHMBAJOCh HE3aBUCHMO, T. €. 10 MEHbIIEH Mepe ABYMs YIeHaMU pa-
Ooueit rpynnbl. Kakue-1ubo pa3anuusi B OLIEHKAaX OOCYXIalIMCh YKe Bcei
TPyIMoi B TTOJJHOM COCTaBE.

Tabauupl 10Ka3aTe/bCTB

Tabauibl 1OKa3aTeIbCTB 3aIIOJHSUINCH WICHAMHU paOdouyeil TPYIIIIHL.

MeTo/pl, UCNOJIb30BAHHBIE /I (hOPMYJIMPOBAHUS PEKOMEHAAIIMIA:

e KOHCEHCYC 3KCHEPTOB.

Nunuxatopsl Haanexameii npaktuku (Good Practice Points — GPPs)

PekomeHnyeMasi Hamjiexauiasi mpakTHMKa Oa3upyeTrcsl Ha KJIMHUYECKOM
OITBITE WIEHOB paboyeii TPYyMIIbl MO pa3paboTKe peKOMEHIAlIUA.

DKOHOMHYECKHA aHAIN3

AHanU3 CTOMMOCTU HEe MPOBOAMIICS, U MyOAMKALMU IO (PapMaKO3KOHO-
MUKE He aHaJIM3UPOBaJIKCh.

MeToapl BaJuaU3aluyd PeKOMeHIAIMIi:

e BHEIIHSIST SKCIIEPTHAsT OLICHKA;
e BHYTPEHHsISI 9KCIIepTHAsI OLICHKA.

Onucanne MeTOA0B BAIMAM3ANNHA PEeKOMEHIAIMIA

Hacrosiiue pekomeHAaluK B MpeaBapUTeIbHON BEpCUM ObLIU peleH3M-
POBaHbI HE3aBUCUMBIMU 3KCIEPTAMM, KOTOPHIX MOMPOCUINU IMTPOKOMMEHTH -
poBaTh IIPeXKIe BCETO TO, HACKOIbKO MHTEPIIPETALIMs TOKA3aTeIbCTB, JIeXKa-
IIMX B OCHOBE peKOMEHIALM, JOCTYIHA 11 MOHUMaHUS.

[TonydyeHbl KOMMEHTAapUM CO CTOPOHBI Bpauell IMepBMYHOIO 3BeHA U yda-
CTKOBBIX IEIMAaTPOB B OTHOIICHUU JOXOAUYMBOCTH M3JIOKECHUSI PEKOMEHIA-
LMl U OLIEHKU BaXKHOCTM PEKOMEHJAlUil Kak paboyero MHCTpyMEHTa IO-
BCEIHEBHOUW MPAKTUKMU.

[IpenBapuTenbHast Bepcusl OyIeT TakKe HallpaBlieHa PELIeH3CHTY, He MMe-
IOIIEMY MEIULMHCKOIO 00pa3oBaHMs, MJISI TOJYyYeHUs] KOMMEHTapUeB C
TOYKM 3PEHMS MALIMEHTOB.

KoHcyabTanum v 9KCnepTHas OlleHKa

[TocnenHue M3MeHEHUsI B HACTOSIIIMX PEKOMEHAAIMSIX ObLIM B IIpenBapu-
TEJIBHOI BEPCUU MPEACTABICHBI I TUCKyccun Ha KoHrpecce sHIOKPHUHOJIO-
roB 20—22 mag 2013 r. (Mocksa), Ha KOH(MepeHLN AETCKUX SHIAOKPUHOJIO-
roB 22—23 mitoHs 2013 r. (ApxaHrenbck). [IpenBapureabHast BepcUsl BbICTAB-
JIeHa I ITMPOKOTo 0o0cyxXkaeHus Ha caitte DHILI, mig Toro 4roo6n! nmiia, He
YUACTBYIOILLME B KOHIPecce M KOH(pEPEHLMIX, UMEIN BO3MOXKHOCTb MPUHSThH
yJacTue B OOCYKIEHUU 1 COBEPIIEHCTBOBAHUU PEKOMEHIALIMIA.

Pa6ouas rpynma

151 oKOHYATeJIbHOU peJaklMy U KOHTPOJISI KayecTBa peKoMeHaaluu 0y-
IyT MOBTOPHO IMpOaHaIM3MPOBaHbl WieHaMU paboyeil IpymIibl ¢ LENbIO YI0-
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CTOBEPUTLCS, YTO BCE 3aMeYaHUsI U KOMMEHTApUM DKCIEPTOB MPUHSITHI BO
BHMMaHUe, PUCK CUCTEMATUUYECKUX OLIMOOK IpM pa3pabOTKe peKOMEeHa-
LU CBeACH K MUHUMYMY.

Cuna pexomenaauuii (A—E, I—III) npuBoauTcs npu U310KEHUU TEKCTa
PEKOMEHIALIMIA.

[ noroHaownam: onpeneneHne,
Krnaccuukaums

I'mmoroHagm3M — IIaTOJIOTMYECKOE COCTOSHME, OOYCIOBICHHOE CHIDKCHHUEM

MPOIYKIINU TTOJIOBBIX TOPMOHOB B SIMYKAX Y JIUI MYKCKOTO T10JIa ¥ B STIMIHK -

Kax y JIMII )K€HCKOTO I10J1a WJIM Pe3UCTEHTHOCTBIO K TTOJIOBBIM TOPMOHAM Op-

TaHOB-MMUILIEHEN.

B nodpocmiosom 6o3pacme euno2onaduzmom Hazwvl8arOm omcymcmeue 8mopus-

HbIX N0A08bIX NPU3HAK08 Y desoyex nocae 13 nem, y manvuukog nocae 14 aem.
Knuanyeckast KapTuHa TMIIOTOHAIM3Ma BapradelbHa U 3aBUCUT OT MHO-

rux (akToOpoB: BO3pacTa OUATHOCTUKU, NPUYMH BO3HUKHOBEHMS M BhIpa-

JKEHHOCTU MPOSIBJICHUI TMrnoroHanusma. MarHocTvka TMIIOroHaau3Ma B

JIETCKOM BO3pacTe HEBO3MOXKHA BCIIEACTBUE (DU3MOIOTUIECKN O0YCIOBICH-

HOW HU3KOW MPOAYKIIUHU MOJIOBBIX TOPMOHOB y neTeii. MckioueHueM saBis-

I0TCSl Cllydau MaHTUIONMUTyUTapu3ama, Korja Hajluuue Aeduiiura Ipyrux

TPOITHBIX TOPMOHOB I103BOJIsIET 3amono3puth nedhuunt JII', @CI' y nammeH-

Ta y>X€ B JI€TCKOM BO3pacTe.

B 3aBucHMOCTH OT YPOBHS MOPaXKeHHS U BO3PACTA BOZHUKHOBEHHS THUIIOTO-

HAJU3M pa3iesioT Ha:

1. ITepBuyHbIi (rUIIEProHaIOTPOIHBIN) — OOYCJIOBJIEH MEPBUYHBIM MOpa-
>KeHHEM TOHaJl.
1. Bpoxnennsie (hopmbi

e XpOMOCOMHBIE aHOMAJIMU, MPUBOASIIME K AUCTE€HE3UU TOHAal (CUHAPOM
TepHepa, cunapom KiraitHdenbrepa, aucreHesust roHan 46,XX, aucreHe-
3us roHan 46,XY, pasiauuHbie (OPMBI MO3aUIIM3MA).

e JledekThl (pepMEHTOB, YUaCTBYIOIIMX B OMOCHUHTE3€ CTEPOUIHBIX TOPMO-
HOB: JIUTIOUIHAS TUTIEPILJIa3usl KOpbl HAAIIOYEUYHUKOB, AedeKT 17-a-Tum-
poxcunasbl, gedekT 17-B-rugpokcucreponmmernaporeHassr 111 Tuma, ne-
dexr 17,20-11a3sbl.

e Pe3MCTEeHTHOCTh K TOHAJOTPONMHAM: TUIIOMIa3us KiaeTok Jleiinura (He-
YyBCTBUTENBHOCTD K JII' y My>KumH), HeayBCTBUTEIbHOCTh K DCI y KeH-
IIMH, MceBaorunonapatupeo3 tumna 1A (pesucteHtHocTh K JII' 1 OCI
BcaeACcTBUE MyTaluu reHa GNAS).

2. Ipnodperennnbie hopmbl (BCJieACTBIE MOBPEXKIEHHS WM TUCHYHKIMN TOHAT)

e [lepekpyT siuuex.
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CUHAPOM perpeccuu sImdeK.

AHOPXU3M.

OpxurT.

[IpexneBpeMEeHHOE MCTOIICHUE STMIYHUKOB.

TpaBMmBI.

Omnepannu.

JlyuyeBas tepamnusi.

XuMuorepanusi.

AyTOMMMYHHbIE 3a00JIeBaHUSI.

WHbexunu, nepenaBaeMblie TTOJIOBBIM ITyTEM.

IIpreM TOKCHMYHBIX BellIeCTB (HAPKOTUKU, aJIKOTOJb U T. 1.).

[Ipuem IneKapCTBEHHBIX IIpernapaToB, OJOKMPYIOIIMX CHHTE3 ITOJOBBIX
TOPMOHOB (0710KaTOpbl CTEpOUIOreHe3a, 0J10KaTOphl apoMaTasbl 1 T. 11.).
I1. Bropuynslii rumoroHaau3M (TUIIOTOHAZOTPOITHBIN) — OOYCJIOBJIEH Ha-

PYLIEHUSIMU THUIIOTAJIaMO-TUIIO(MU3aPHON CUCTEMbI, IIPUBOMSIINMU K CHU-
KEHUIO CEKpellMM TUITOTaJaMMYEeCKUX /WU TUIO(PU3apHBIX TOPMOHOB,
CTUMYJIMPYIOIIUX pabOTy TroHas.

1. Bpoxnennsie (popmbi

N3ompoBannbie ¢opMbl: cHIpoM KanmbMaHHa ¢ aHOCMMEH/0e3 aHOCMUN,
CUHIPOM (PEPTUTBHBIX €BHYXOB.

B cocraBe nedunura APyrux TPONMHLIX FTOPMOHOB.

IIpu cunapomManbHbIX marojorusix: cuHapom Ilpagepa—Buinu, cunapom
bapne—bunnsg, cungpom Jlopenca—MyHa, cuHapom Popa, cuHapom
Mbaoka.

Mo3:KeukoBble aTaKCHMM € TUMOroHaau3MoMm: atakcusi Opuapeiixa, CUHI-
pom Mapunecko—Illerpena, cunapom Jlyu—bapp, cungpom bymie—
Hoiixaysepa, atakcust Xonmca, cuaapoM OmmuBepa—Mak®apiaHa.
I'unonnia3us HAAMOYEYHUKOB B COYETAHUM C THIOTOHAAM3MOM (MyTalus re-
Ha DAX-I).

2. IIpuodpetennnie ¢opmbl (MOBPEKIEHHE TUNOTATAMO-TUNO(U3APHOH 00-

JIACTH)

TpaBMmBI.

Omnepannu.

JlyuyeBas tepamnusi.

XuMuorepanusl.

AyTOMMMYHHbIE 3a00JIeBaHUSI.

ITprieM onuounaoB, MOJOBLIX TOPMOHOB.

[IpreM NCUXOTPOMHBIX MperapaToB.

II1. Tpan3uTtopHbli (CUMIITOMATUYECKUIT) TUTTOTOHAINU3M.
KoHctuTtynmoHanbHas 3aaep:kKka pocTa U MOJOBOrO Pa3BUTHSL.
Kak ociioxkHeHne Ha (poHe HeOIaronpUsITHBIX SHAOTEHHBIX WM 9K30I€H-
HBIX (PaKTOPOB.
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OMMOeMmMonorna 1 naTtoreHes

PacrnipocTpaHeHHOCTb pa3IMYHbIX (hOPM TMIOTOHAAM3Ma 3aBUCUT OT I1aTo-
reHesa 3a00JieBaHMS: CPpear BPOXICHHBIX (DOPM OCHOBHAS POJIb OTBOIMUTCS
XPOMOCOMHBIM U TE€HETUYECKMM aHOMAJIMSIM, CPeId ITPUOOpPETEHHBIX —
TpaBMaM M TOKCHMYECKMM BO3IACHCTBUSIM, a TaKXke OITYXOJsSIM TOJIOBHOIO
Mo3ra.

Haubonee yacToil mpuYMHON pa3BUTUSI TMUIIOTOHAAM3MA KaK Y MYXKYMH,
TaK U y >KeHIIWH SIBJISIOTCS XPOMOCOMHbBIE aHOMAaJIUU, IIPUBOISIIME K HApy-
IIEHUIO 3aKJIaAKW TOHAO W Pa3BUTUIO WX AMCreHe3uu. Tak, cpeayn XKeHIINH
pacrnpocTtpaHeHHOCTh cuHapoMa IllepemeBckoro—TepHepa, oOycaoBIeH-
HOro aHomamnuei X-xpoMocoMbl, koneonetcs ot 1:2000 go 1:5000 HoBOpOXK-
IeHHBIX JeBouek. Cpenu My>X4uH JyacToTa cuHapoMa KnaitHpenbTepa, 00y-
CJIOBJIEHHOTO HaJlMuMeM JOMOJHUTEIbHOW OAHOI U 0ojiee X-XpOMOCOMBI Y
JIMLL My>KCKoro nosa, kosneosercs ot 1:300 go 1:600 HOBOPOXIEHHBIX MaJjlb-
yuKoB. Jlpyrue ¢popMbl BPOXIEHHOTO IMEPBUYHOTO TMIIOTOHAAM3Ma, TaKue
Kak aedekTel (epMEeHTOB, YJYaCTBYIOIINX B OMOCHMHTE3€ CTEPOUIHBIX TOpP-
MOHOB, U PE3UCTEHTHOCTb K TOHAJOTPOITMHAM, BCTPEYaloTCs KpaliHe pelKo.
B ocHOBHOM OHU JIMAarHOCTUPYIOTCSI B CEMBbSIX C OJIM3KOPOACTBEHHBIM Opa-
KOM WJIM B M30JIMPOBAHHBIX I'PYIIIaX HACEIEHMSI, T. K. OOJBIIMHCTBO 3TUX
(opM 1MMeeT ayTOCOMHO-PELIECCUBHBIN XapaKTep HacjleI0BaHMUSI.

PacrnipocTpaHeHHOCTD BpOXIEHHBIX (P)OPM TMIIOTOHATOTPOITHOTO TUIIOTO-
Haau3ma koseoaetrcss oT 1:8000—1:10 000 HOBOPOXKAEHHBIX C U30JIMPOBAH-
HbiMU (popmamu 10 1:4000—1:10 000 HOBOPOKIAEHHBIX TIPU COYECTAHHOM JIe-
(pummTe TPOIMHBIX TOPMOHOB, B 3aBMCHMOCTH OT HOIyJsiunu. PacmpocTpa-
HEHHOCTb TMITIOTOHAZOTPOITHOTO TUIIOTOHAAM3Ma CpeAu MYXYWH B 5 pas
BBIIIIE, YEM CpPEeIu KEHIIMH.

BpoxneHHBII TMIIOTOHAIOTPOITHBIN TUIIOrOHAAN3M O00YCJIOBJIEH HapyIle-
HUEM 3aKJIaKu WM pa3BUTHUSI TOHAZOTpodOB B ciaydyae M30JMPOBAHHBIX
(opm OO ABYX U Oosiee APYTMX TOPMOH-IPOAYIHUPYIOIINX KIETOK aaeHO-
runoduza (TUpeoTpodoB, COMATOTPOPOB, KOPTUKOTPODOB, JTAKTOTPO-
(oB) — B ciyyasix nedunmTa 1ByX U Oojee TpOIMHbIX TopMoHOB. Hanbosee
4acTOM NMPUUYMHOM AeduIIMTa BCeX TPOIMHBIX TOPMOHOB SIBJISIETCS MYyTallMs
reHa PROPI.

Crenymoouieid Mo yacTore MPpUUYMHON Pa3BUTHUSI TMIIOTOHAAOTPOIIHOIO TH-
MOTOHAIM3Ma SIBJISIFOTCSI OIlepaTUBHBIC BMEIIaTe/ILCTBA Ha TUIIOTAIaMO-TH-
noguszapHoit obacTu.

B nocnenHue necsATuieTUs B CBS3M C YJydllleHHMEM KauecTBa JEYeHMS U
POCTOM BBIKMBAa€MOCTU IIPM OHKOJIOTMYECKMX 3a00JIeBaHUSIX OTMEYACTCS
yBeJIMYEHUE YacTOTHl IMPUOOPETeHHBIX (hOpM KaK IEPBUYHOTO, TaK U BTO-
PUYHOIO TUIIOTOHAIM3Ma CPeAu OOJIbHBIX C OHKOJOIMYECKHMU 3a0oJieBa-
HUSMM B aHaMHe3¢. DTO OOYCIIOBJIICHO MCIIOJIb30BAaHMEM IIPEIapaToB IS
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XUMMOTEpAy, 00JIafalolX TOKCUUYECKUM BO3IECUCTBUEM KaK Ha TePMHU-
HaTUBHBIE KJIETKHU, TaK U Ha KJIETKU TMIto¢u3a, Jy4eBoil Tepanueit ooiactu
TOHAJ, TOJIOBBI WJIM TOTAJIbHBIM OOJIy9eHHEM BCETO Tela.

Pexe BcTpewaeTcsst HOPMOTOHAIOTPOITHBIN TMIIOTOHAAM3M, KOTOPBIA Xa-
paKTepU3yeTCsl HU3KOM MPOIYKIIMei MOJOBbIX CTEPOUIOB IIPYU HOPMaJbHOM
YpPOBHE TOHamOTponuHOB. [IpeamonararmT, YTO B €r0 OCHOBE JIeXKaT CMe-
IIaHHbIE HApYIIeHUST PYHKUINN PEIIPOAYKTUBHOM CUCTEMBI.

TpaH3uTOpHBIN (CUMITOMATUYECKUI) TUIIOTOHAAN3M BO3HMKAeT Ha (o-
He TSKeJIoN coMaTMYecKoi nmaToiaoruu (mpu psaae 3adojieBaHU SHIOKPUH-
HoIT cucTteMbl — cuHApoM MiueHko— KymmHra, THpeOTOKCUKO3, IPOJIAKTH -
HOMa, COMaTOTPOIIMHOMA, HEpPBHAasl aHOPEKCUS U T. 1.) IIPpU HapYLICHUSX
(byHKUIMM TIeYeHH, MOYeK WU MO AeCTBUEM JIeKapCTBEHHBIX IIperapaToB
(ATPOTeHHbIN TUIIOTOHAAU3M).

KnnHunyeckas kapTtnHa

CUMIITOMBI TUIIOTOHAAM3MA 3aBUCST HE TOJIBKO OT CTEIIEHW HEIOCTaTOYHO-
CTU TIOJIOBBIX TOPMOHOB, HO M OT CPOKOB BO3HUKHOBEHHUS WX JAehUIIMTA.
Pasznuyarot BHYTpUyTpOOHbBIE, TOoMyOepTaTHBIE U MOCTITyOepTaTHhIE KIMHU-
YeCKMe IPOSBICHUSI TUIIOTOHAIM3MA.

BHyTpuyTpoOHO roHaabl MAJBYMKOB M JIeBOUEK 00JaaloT pa3Hoil QyHK-
LIMOHAJIbHOM aKTUBHOCTbHIO. AMYHUKM 1€BOYEK HE MPOAYLIMPYIOT CTEPOUIbI,
TOIJAa KaK SIMYKWA Y MaJbYMKOB aKTUBHO (DYHKIIMOHUPYIOT, CUHTE3UPYS aH-
TUMIOJIJIEPOBBINE TOpMOH (AMI), IpUBOASAIIMI K PErpeccur MIOJIEPOBBIX
MPOTOKOB, U TECTOCTEPOH, KOHIIEHTPAIlsl KOTOPOTO AOCTUIAEeT B 3TOT IIe-
puon myOoepTaTHBIX 3HaueHMI. TecTOCTEpOH M ero aKTUBHBIM MeTaOOJIUT
JUTUAPOTECTOCTEPOH OTBEYaloT 3a (DOPMUPOBAHME HAPYXKHBIX U BHYTPEH-
HUX MYXXCKMX ITOJIOBBIX OpraHoB. TakuM o0pa3oM, Y MaJIbuMKOB Ae(MUIIAT
TECTOCTEPOHA BO BHYTPUYTPOOHOM Iepuoae A0 14-it Hegeaud pa3BUTUS Oy-
JIeT MPUBOIUTH K HapylleHUsM (OPMUPOBAHUS MOJa Pa3IMYHON CTEIEeHU
BBIPAXKEHHOCTH (TUIIOCTIAAMs] PA3IMIHON CTEIICHHU TSKECTH, JKEHCKOE CTPO-
€HME HapYXHBIX TTOJIOBBIX OPTAHOB).

Heduur rectocTepoHa, pa3BUBLIMIACS TTocie 14-i1 Henenu BHYTPUyTpoO-
HOTO pa3BUTHSI, OyIeT IPUBOAUTH K HEAOPA3BUTUIO HAPYKHBIX ITOJIOBBIX OP-
TaHOB, YaCTO B COUYETAHUU C KPUIITOPXU3MOM. Y JeBOYEK JAe(UIIUT TTOJIOBBIX
CTEPOUIOB BO BHYTPUYTPOOHOM MEPUOJIE HE COMPOBOXKAAECTCS OTKJIOHEHUSI-
MU B IIOCTHATaJIbHOM IIepHOJIE.

B nony6epraTtHOM Bo3pacTe HOPMaIbHBIM YPOBHEM MOJOBBIX TOPMOHOB —
JI', ®CTI, actpaguona (D2), TECTOCTEpPOHA SIBJISIOTCS YPOBHM, OJIM3KME K
HYJIIO, B CBSI3M C YeM OMArHOCTMKA TUIIOTOHAAM3Ma B JAHHOM BO3paCTHOM
rpyrre HeBO3MOKHa. ['MIMoroHaan3M B 3TOM BO3pacTe MOXKET ObITh 32010~
3peH y MaJibYMKOB IIpY HaJUUYMK MHUKPOIIEHKMCA, OCOOEHHO B COUYETaHUU C
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KpUNTOPXU3MOM. B TakoM cilydyae peKOMEHAYEeTCSI TTOBTOPHBII OCMOTpP pe-
OcHKa U UcceloBaHMEe TOPMOHAJIBHOTO cTaTyca IMpy JOCTUXKEHUM BO3pacTa
TIOJIOBOTO CO3peBaHUs (CM. HITKE).

B nepuon nosaoBoro cospeBanud (¢ 8 no 13 net y geBouek, ¢ 9 g0 14 jger y
MaJIbYMKOB) TUIIOTOHAAU3M MPOSBISETCS OTCYTCTBUEM WIM CJIa00Oil BbIpa-
>KEHHOCTBIO Pa3BUTUS BTOPUYHBIX ITOJOBBIX IMPU3HAKOB: OTCYTCTBHEM WJIU
CKYIHBIM OBOJIOCEHHEM Ha JIOOKE, OTCYTCTBUEM Pa3BUTHSI MOJIOYHBIX JKeJie3
y IeBOYEK, OTCYTCTBHEM YBEIMYCHUS 00beMa SIMYEK U HAPY>KHBIX TTOJIOBBIX
OpraHoB Yy MaJbuuKOB. [Ipy BpOXIEHHOM M30JUPOBAHHOM THUIIOTOHAHO-
TPOITHOM TUIIOTOHanu3Me 1 cuHapoMe KialtHdeabTepa 9acTo (OpMUPYIOT-
Cs eBHYXOMUJHBIC MPOIOPILMM TeJia: BHICOKUI POCT, IJIMHHBIE KOHEUHOCTH,
OTHOCUTEJILHO YKOpOo4YeHHOe TyjoBuile. Jus cunapomoB Hynan u Illepe-
meBckoro—TepHepa xapakTepHa BhIpaXkKeHHasl 3aiepxKKa pocta. s Maib-
YUKOB-TIOIPOCTKOB IPU TMITOTOHAIU3ME XapaKTepHO M30BbITOYHOE OTJIOXKE-
HME TTOAKOXHOM XXMPOBOM KJIETYATKU C IlepepacipenecHUeM 110 TeHOU -
HOMY THUITy, pa3BUTHE MCTUHHON TMHEKOMACTHUH.

Takum 00pa3omM, OCHOBHBIM NPOSIBJIEHHEM TMIIOTOHAIW3MA B epHoJ Imyoep-
TaTA SABJIAETCA OTCYTCTBHE NOSBJIEHHUS BTOPUYHBIX MOJOBBIX NPU3HAKOB —
CKY/IHOE JIOOKOBOE OBOJIOCEHHE, 4 TAKXKe:

e y JIEBOYCK — OTCYTCTBME POCTa MOJIOUHBIX 3Kejie3 B BO3pacTe CTapile

13 ser;

e y MaJlbuMKOB — 00bEeM sMuUeK MeHee 4 MJI B Bo3pacTe cTtapuie 14 nert.

ITocTnyOepraThnbie opMbI TUIIOTOHAAM3MA XapaKTePU3YIOTCS MCYE3HOBE-
HUEM BTOPUYHBIX ITOJIOBBIX MIPU3HAKOB Y MUCXOMIHO 30POBBIX ITOJIOBO3PEIIBIX
JIIOIIei: yMEHBIIEHEM OBOJIOCEHMSI Ha JINLIE U Tejle, UICTOHYEHHEM BOJIOC Ha
roJIOBE, TUIIOIUIA3Mell SSIMYeK U HapyIIeHUEM MOJOBBIX (DYHKIIMIA Y MYXXUUH,
HapylleHrueM (IIpeKpalieHrneM) MEHCTPYaJIbHOIO LIMKIIA Y KeHITUH. Y He-
KOTOPBIX OOJBLHBIX HAOJIOMAIOTCS BET€TaTUBHO-COCYIUCTBhIE PACCTPOIMCTBA,
MOBBIIICHHAS] YTOMJISIEMOCTb.

[lnarHocTtmka

ITonpoOHblii ceMeiiHbIii aHAMHE3: 3THUYECKas MNPWHAIJIEKHOCThb, CTCIICHB
poactBa poauteieit (MHoOrve AeeKThl CTEPOUAOreHe3a MMEIOT ayTOCOM-
HO-PELECCUBHBIIA XapaKTep HACIeIOBAHMSI), IOXOXUE CUMIITOMBI Y POJCT-
BEHHUKOB (MCKJIIOUEHME HACICACTBEHHBIX (POPM T'MIIOTOHAAU3Ma, CUHIPO-
Ma TeCTUKYJIpHON (heMUHU3ALMU), OECIIONUE Y YWIEHOB CeMbU.

Baxnoit cocraBisionieii 0o0ciieqoBaHUS SIBJISIETCST COOp aHAMHE3a JKH3HH
nanyeHTa: epeHeceHHbIe TPaBMBI, OIlepaTUBHEBIC BMEIIATEILCTBA HA TOJIOB-
HOM MO3re, 10 IOBOIY KpUIITopxu3Ma. Haamyne aHoCMUM, TUTIOCMUU, JE-
(bekTOB CcpemHell JYacTW JIMIA ITO3BOJISIET IIPEAITONOXUTh CUHAPOM Kaib-
MaHHa. OHKOJIorM4ecKre 3a00JieBaHusI B aHAMHE3€ ¢ IIPUMEHEHUEM BBICO-
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KOIO3HOI XMMHOTepaITuu, OOIYyICHMS SIBIISIIOTCSI YACTOM MPUIMHON MPro0-
peteHHoro rurnoroHagusMa. IlepeHeceHHbIl opxUT B aHaMHe3e B 30—50%
cIydaeB IMPUBOAMUT K Pa3BUTUIO TMITIOFOHAIM3MA.

duUusmnkKanbHbIA OCMOTP

OLICHMBAOT COCTOSTHME KOXHBIX ITOKPOBOB (CHIZKEHHE Typropa, IpsiO-
JIOCTb 4YacTO OTMEYAlOTCsl MPU TUIIOTOHaaM3Me JII0OOro TreHesa; Haluuue
CTpUii, MUIMEHTAlMU TO3BOJIIET 3aMOA03PUTh HaJW4YKMe COIYTCTBYIOIIEH
MaTOJIOTUM, IPUBOMSAIIMI K TPaH3UTOPHOMY THIIOTOHAOW3MY); HaJIW4ue
CTUTM AMCOMOpHOreHe3a TpeOyeT MCKIIIOUCHUS CUHIPOMAJBHBIX I1aTOJIO0-
TUii, COUETAIOIIUXCS C TUIIOTOHAIU3MOM.

[IpoBomsIT aHTPOIMOMETPUUYCCKUE MCCACHOBAHUS — M3MEPEHHME POCTA,
MPOMOPINI Teja (BKJIIOYAeT M3MEepeHUE IJIMHBI KOHEYHOCTEM, COOTHOIIIE-
HUE BEPXHUI CErMEHT TYJOBHUIIA K HUXKHEMY CerMEHTY TYJOBMIIA, pa3Maxa
PYK).

OLICHUBAIOT CTEICHb Pa3BUTUS W XapaKTep pacrpencjieHUs MOIKOXKHOMI
KUPOBOUN KJIETYATKMU.

Y MajbYMKOB C TUIIOTOHAAM3MOM YacTO OTMEUYAeTCsl HAIMINEe MUCTUHHOM
rMHeKoMacThy. MBbIllleuHasi Macca 9acTo cHikeHa. CTeleHb MOJIOBOTO CO-
3peBaHUs Y MaJbYMKOB OIpeaenserTcs mo mkaie TanHepa (Tadm. 2).

Tabnuua 2. Ctagun NonoBoOro co3pesaHns no TaHHepy Y Manb4ynKoB

Cranus Pa3Butue AUYCK, MPU3HAKH Poct BoJIOC Ha .1106](6, NPU3HAKU

1 [IpenybepraTHast IyIMHA SIUUYEK [IpenyGepraTHbIii (OTCYTCTBUE BOJIOC)
(meHee 2,5 cM)

1 Snuko Goubire 2,5 ¢cM B IJIAHY. Penxwuit pocT cilerka MUrMEHTUPOBAHHBIX 1
MolioHKa TOHKasi U1 KpacHoOBaTast cJierka BBIOLIMXCS BOJIOC, B OCHOBHOM Y KOPHSI
TMOJIOBOTO YJIeHa

11 Poct nonoBoro wieHa B JJIMHY U bosiee TosicThIE, BBIOLIMECST BOJOCHI, PacIpo-
IAPUHY W JAIBHEUIINI POCT SIMYEK CTpaHsSIoImMecs Ha JIOOOK

v JlanbHeiilee yBeJMYeHUe MOJOBOrO  B3pociiblii TMIT OBOJIOCEHHUsI, HE PacIpOCTpaHsi-
YjieHa, SIMYKKU OOJblIMe, MUTMEHTAa-  IOIIMICS Ha MEIUalbHYIO MTOBEPXHOCTDb Genep
LT MOILIOHKY

\% [TosoBBIe OpraHbl B3pOCIOro IO OBoJIOCEHHE B3POCJIOro THIA, PACTIPOCTPAHSIIO-
pasmepy u Gopme LIMecst Ha MeIMAbHYIO TOBEPXHOCTD Oeiep

O0s13aTeIbHBIMU SIBIISIIOTCSI OCMOTP HapY>KHBIX ITOJIOBBIX OPTaHOB: BBISIB-
JIeHe aHOMAJIUil CTPOEHUST HapY>KHBIX ITOJIOBBIX OPraHOB, OILICHKA COCTOSI-
HUSI, pa3Mepa 1 MOJ0XKEHUS SIMYeK OTHOCUTEJIbHO MOIIIOHKM (00beM sInueK
n3MepseTcs ¢ ImoMolbio opxumomerpa [lpagepa): o0beM mpemyodepTaTHBIX
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[narHocTnka 1 nedeHve rmnoroHaamMama y getem n nogpocTKoB

sau4yeK 2—4 M1 Win 2 cM B JUTMHY, 00beM SWYeK B Hadajie MOJOBOTO CO3pe-
BaHus 4 MJI 1 Oojiee 2 CM B JUIMHY, O0BEM SMYEK TTOJOBO3PEJIOr0 MYKUM-
Hbl — 20—30 mu, giuHa — 4,5—6,5 cM, mmpuHa — 2,8—3,3 cM.

YBenuueHue pasMmepa ssmueK siBIsIeTCSs OCHOBHBIM MapKepoM Haydajia Io-
JIOBOTO CO3peBaHMs y MaiabuuKoB (Al), T. K. 10 85% TKaHM sSIMYKa MpeacTaB-
JICHO TepMMHATUBHBIMM KJIeTKamu. [Ipu rumoroHanusme SMIKA yMEHbIIIE-
HBI B pa3Mepax. Kpunropxm3m MOXKET SIBJISITbCS OMHUM M3 IIPOSIBICHUI BTO-
PUYHOTO TMITOTOHAaMU3Ma.

VY neBouek MposIBICHHEM Hayajla MOJIOBOTO CO3PEBAHUS SIBJISIETCS YBEJIM-
YyeHHe MOJIOYHBIX XeJe3 (Al), cTeneHb pa3BUTUS KOTOPBIX OLIEHUBACTCS I10
mkane TanHepa (Tabj. 3).

Ta6nuya 3. Ctagum nonoBoro co3pesaHns No TaHHepy Y AeBOYEK

Cramuss Pa3Butue MOJIOYHBIX KeJjie3 Poct BoJIOC HA JI00Ke, MPU3HAKU
| [IpenybepraTtHOE; yBEeIUUEHUE [Tpeny6epraTHOE (OTCYTCTBHME BOJIOC)
TOJIBKO COCKa
11 VIUIOTHEHHWE TPYIHBIX Xeje3 Penxue BOJIOCHI, JUIMHHBIE, TIPSMbIE WU
3aMETHO WJIU TaJIbIIUPYETCs; cjerka BbIOIIMeCs,, MUHUMYM MUTMEHTUPO-
yBEJIMUEHUE apeo BaHHBIX BOJIOC, B OCHOBHOM Ha TMOJIOBBIX Ty-
bax
111 JanbHeiilee yBeJIMUEHUE TPYTHBIX Bonee TeMHBIe U TPyOBIE BOJIOCHI, pacIpo-
JKeJe3 U apeosi 6e3 BbIACTCHUST UX CTpaHSIIOIIKECS IO JIOOKY
KOHTYPOB
v BricTynaHue apeosibl U cocKa Haf I'ycthie, B3pociioro Tuma BOJOCHI, HE pacipo-
TPYAHOM XeJe30i CTpaHSIOIIMECs] Ha MEeIUAIbHYIO TTIOBEPXHOCTh
oenep
A\ B3pocibie KOHTYpBI TPYIHOM Keie3bl Bosochl B3pOCIoro THIa, pacrpoCTpaHsIOIIM-
C BBICTYIIAaHUEM TOJIBKO COCKa ecst B hopMe KIIacCUYECKOTO TPEYroJbHUKa

Jla6opaTopHble uccnegoBaHma

KapuoTunupoBanue — 1py IMOJO3PEHUM Ha TUIIOTOHAIM3M Y JIETEil IOITy-
OepraTtaHoro Bo3pacra (0COOEHHO MaJIbUMKOB C 00bEMOM SIUUYEK MeHee 1 M
WJIM OTCYTCTBUEM SINYEK B MOIIIOHKE, MUKPOIIEHUCOM IIPU POXICHNUN), IIPU
HAJIMYMUA CTUTM TUCOMOpHOTEHe3a, BCeM OOJbHBIM C IEPBUYHBIM TMITOIO-
HAJIM3MOM MpPU OTCYTCTBUHU OTSTOILICHHOTO aHaMHe3a (TpaBMbI, OIlepalliu,
o0nyuyeHue u T. A.) (Al).

T'opmoHnanbHble McclieioBaHud. Bce ropMoHallbHblE MCCIEIOBAaHMUS OJ-
>KHBI IPOBOIMUTLCS B YTPEHHUE YaChl, IJII UCKIIOYCHMS BIUSHUS CYyTOYHBIX
KoJiebaHMuii ypoBHSI TOpMOHOB B KpoBU (Al). I'mnoduzapHbie ropMoHbl JIT,
DOCI cekpeTupyoTcs B MyJIbcupylolieM pexume, 1 paz B 60—90 MmuH, npu-
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yem OCI' mupKynupyeT B KpoBHU Aoiblie, yeM JII', ToaTOMy omHOKpaTHOE
onpenenacHue ypoBHs JII' u @OCI B ma3me He Bcerga oTpaxkaeT UCTUHHYIO
KapTUHY COCTOSIHUSI TUIOTAIaMO-TUIO(PU3apHO-TOHATHON CHUCTEMBI.

[Tpu omnpeneaeHUN ypOBHS IIOJOBBIX TOPMOHOB B KPOBU BaxKHO MCITOJIb-
30BaTh pehepeHCHbIE 3HAYECHUS IJIs1 COOTBETCTBYIOIIEH BO3PACTHOM I'PYMIIbI
W TPOBOIMTH aHAIMW3 B J1aOOpAaTOPUM, MMEIOIIEH JOCTATOYHYIO UYBCTBH-
TEJBHOCTh MPUOOPOB, MO3BOJISIONIYIO OMPEAEISATh HU3KUE YPOBHU TOPMO-
HOB y neTeil. CrieKTp aHaJIM30B OMpenessieTCss BO3pacTOM Ha MOMEHT 00cCIie-
TMOBAHMUSI:

e y MaJpunKoB B Bo3pacTe 0—5 mec — JII', DCI, tecroctepon, AMI (Al);
e y neBoyek B Bo3pacte 0—1,5 romga — JII', ®CI, D2 (Al).

B aToT mepuon (mepuoa MUHHUITyOepTaTa) YPOBEHD CTEPOUIHBIX M THIIO-
(pM3apHBIX TOPMOHOB Y MaJIbUMKOB OIIpeAesieTCsl B Ipenesiax HopMaJIbHO-
HU3KUX 3HAYEHUM ISl TOAPOCTKOB, Yy JEBOYEK YPOBEHb I'OHAJOTPOITHBIX
TOPMOHOB JOCTaTOYHO BBHICOK. BBISIBIIEHME HU3KUX YPOBHEH CTEPOMIHBIX U
TOHAZOTPOIHBIX TOPMOHOB B JaHHOM BO3paCTHOM TpyIIIie MO3BOJISIET 3ar0-
JO3PUTh TUIMOTrOHAAOTponHbIN runoroHagu3Mm (BIII), Bricokux 3HauyeHUMIt
TOHAZOTPOIHBIX TOPMOHOB MPU HU3KUX 3HAYEHUSIX ITOJIOBBIX CTEPOUIOB —
TUNEeproHaaoTpOnHbIi runoroHaausM (BIT).

Hccnenosanue AMI™ kak Mapkepa HOpMaJIbHO (PYHKIIMOHUPYIOIIEH Tec-
TUKYJISIPHOI TKaHW B IIEPUOA MUHUIIyOepTaTa MOKa3aHO MabuMKaM C I0-
Jo3peHreM Ha aHOpxu3M, Kpuntopxusm (BIII).

B Bo3spacre crapiiie 5—6 Mec y MaJlb4MKOB M TTociie 1—1,5 roga y aeBouek
M 0 Hayaja IIeproja II0JIOBOrO co3peBaHMS (8 JIeT y IeBodeK u 9 JeT y
MaJIbiYMKOB) PYTMHHOE HCCJIEIOBaHKE TOPMOHOB T'MITOTaJlaMO-TUIIopu3ap-
HO-TOHAIHOI CUCTEMBI ISl UCKJIIOUEHUS TMIIOTOHaAM3Ma He MoKa3aHo, Io-
CKOJIBKY B 3TO BpeMsI HACTYIIaeT TaK Ha3blBacMasl «I0BEHUJIbHAS T1ay3a» WIN
«(pU3UOJIOTMIECKUIT TUITOTOHAAN3M». VICKITIOUeHNEM SIBJISTFOTCSI HEKOTOPHIE
(bopMBI TUIIEProHaAOTPOIIHOIO TMIIOroHaau3Ma (cuHapoMm TepHepa, CUHI-
poM KraitHdenabTepa u T. 1.), IIpA KOTOPBIX HE BCerma IMPOUCXOIUT (PU3HN0-
JIOTMYECKOE CHIKEHUE YPOBHSI TOHAJIOTPOITHBIX TOPMOHOB J0 XapaKTEPHBIX
JIUIS1 1O0ITyOepTaTHOTO Ieproaa 3HAUYCHUIA.

B nepuon mmooBoro cospeBaHusI, KOTOPBI y I€BOUYEK MOXKET HAYMHATHCS
B Bo3pacTe oT 8 10 13 jeT, a y MaJIbuuKoB — OT 9 1o 14 jet, mpu OTCYTCTBUU
KaKMX-JIN0O MOKa3aHUH (TpaBMbI IOJIOBBIX OPTaHOB, CTUTMBI AUCIMOPHUOre-
He3a, COIMYyTCTBYIOIIAS SHIOKPUHHAS ITaTOJIOTHS, XUMUOTEPAIIisl, KpUIITOP-
XM3M) PYTUHHOE MCCJeA0BaHME TOPMOHOB THUIOTaIaMO-TUIIO(pHU3apHO-TO-
HaJIHOM CHUCTEeMBI TaKXKe He IM0Ka3aHo, T. K. HaYaJIo MOJIOBOTO CO3PEeBaHUS U
CKOPOCTb €TI0 Pa3BUTHUsSI CPeIM IMOAPOCTKOB 3HAYMTEILHO BapbUPYIOT M HC-
cJiefloBaH1Ee TOPMOHOB B 3TO BpeMsI MOXKET MPUBECTU K HEIPaBUJIbHON MH-
TepIIpeTaliy pe3yIbTaTOB U HEOOOCHOBAHHOMY pPACIIMPEHHOMY OOCIeH0-
BaHMIO peOeHKa (MIPOBeACHNE CTUMYJISILIMOHHBIX P00, YaCThIid AUHAMMYE-
CKMIA KOHTPOJIb MOKa3arejieit KpoBU U T. II.).
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[Tpu HamMYMM MoKa3aHU# (TpaBMBI ITOJIOBBIX OPraHOB, CTUTMBI TMCOMO-
puoreHe3a, CONYTCTBYIOIIAs SHAOKPUHHAS TAaTOJIOTUSI, XUMHUOTEpaIus,
KPUIITOPXU3M, HEOOOCHOBAaHHBII HaOOp Beca, TMHEKOMACTUSI Y MaJlb4l-
KOB) B 9TOT IepUOJl BO3MOXKXHO MCCJeI0BaHNUE YPOBHSI TOPMOHOB TMIOTa-
JJaMO-TUNO(PU3apHO-TOHATHON CUCTEMBI C 1IEJIbI0 UCKJIIOUEHUS TUIIepro-
HaZOTPOITHOTO TMIIOrOHAAM3Ma, ITOCKOJIbKY ITOBPEXIACHNE TOHAald MOXKET
MPUBOJINUTH K PACTOPMaXKMBAHUIO TUITOTAIaMO-TUNOMU3APHOI OCH U pe3-
KoMy pocty ypoBHeli JII' u @CTI (BIII). 'MnmoroHazoTpoInHbIi I'MIIOroHa-
IU3M B JaHHOM BO3PAacTHOM KaTErOpUM BBISIBUTh HEBO3MOXKHO BCIIEACT-
BUe (PM3MOJIOTUUECKOM pa3HUIILI B CPOKAX Havyajla IOJI0BOTO CO3PEBaHUS Y
JIeTe.

3agepxkKa mybepraTa — OTCYTCTBME BTOPMYHBIX ITOJOBBIX IPU3HAKOB Y
JeTel, JOCTUTIINX BepXHEl I'paHUIIBI HOPMBI IUISI CPOKOB Hadasia IT0JI0BOTO
co3peBaHus (14 neT a1 MaabuMKOB U 13 JeT Al JeBoYeK).

KnuanyeckuMmn KpuUTepUsSIMM Hadajla TOJIOBOTO CO3PEBaHUS SIBJISIIOTCSI:
YBEJIMUEHNE MOJIOUYHBIX XeJie3 Y JACBOYEeK M yBeJWdeHHe oObeMa SIMdyeK
> 4 Ma y MaTbuMKOB. OLIEHKY YBETUYEHUST MOJIOYHBIX KeJIe3 IMPOBOISIT BU-
3yaJbHO, 00beM SIMYEK M3MEPSIETCS ¢ MOMOIIbio opxumaomeTpa Ilpamepa.

ITosiB/IeHNEe AKCHJLIPHOTO U JIOOKOBOTO OBOJIOCEHUSI O3 YBEJIMUYCHUST MO-
JIOUHBIX XXeJIe3 Y 1eBOYEK U pocTa o0beMa SIMYeK Yy MaJTbUYUKOB He SIBJISIET-
cg MapKepoM Havajla ICTUHHOTO mojioBoro co3peBanud (BII), mockombky
3TO MPU3HAKK NPOAYKIINM aHAPOTEHOB B OCHOBHOM HAaAIIOYEUYHUKOBOTO
npoucxoxaeHus. Yaie yBeJrMyeHUe MPOAYKIIMMU HAANOYEYHUKOBBIX aH/I-
POTEHOB 110 CPOKAaM COBIIaAaeT C HayaJOM IIOJIOBOTO CO3pEeBaHMSI, OOHAKO
10 20—30% neteit 1eMOHCTPUPYIOT paHHee (¢ Bo3pacTa 6—7 JIeT) Hadyajo
MOBBILIEHUS] CUHTE3a aHJIPOreHOB HAJMOYEYHUKOB 0€3 aKTUBALIMU TUIO-
TaJlaMO-TUNo(pU3apHO-TOHATHON OCH.

ITocne 13 netr y neBouexk u 14 JeT y MaJIbYMKOB MPU HU3KUX Oa3aJbHBIX
YPOBHSIX TMITIO(U3APHBIX U IOJOBBIX TOPMOHOB U OTCYTCTBUM IIPM3HAKOB
Hayayia IIOJIOBOTO CO3peBaHMSI II0KA3aHO IIPOBEACHME CTUMYJISILIMOHHBIX
Mpo0 AJIsI OLIEHKU COCTOSIHUS TUIOTajiaMo-runodu3apHoil cucreMbl. B Ha-
CTOsIIIIee BpeMsl TMPOBOMSTCS CJCAYIOIIME HCCIEeI0BaHUS: OIpeaeaeHue
ypoBHs npoJjakruna, TTT, ceo6omnoro T,, UPP-1, oTkI0HEeHUST OT HOpMa-
JIBHBIX 3HAUYE€HWI KOTOPBIX KOTOPBLIX MOTYT IPUBOAUTH K TPAaH3UTOPHOMY
WIM CUMIITOMAaTUYeCKOMY TUIIOTOHAIU3MY.

CruMyIAnuoHHAS MPOOA C TOHAIOJINOEPHHOM

[Mocne onpenenenus 6azanbHbix ypoBHelt JII' u @CI BBoaAT roHamo0 M-
OepuH KOpOoTKOro aeiictBust u onpeaeasiior ypoBHu JII 1 @CI yepe3 1 v u
4 9 mocie BBemeHMs IpernapaTa. Mcnons3yemble npenapatsl: Jdudepenu,
100 mkr 11/Kk (Al), bycepenmuna 100—300 mkr naTpanasanbpHo (BII).

Hurepnperamus: noaseM yposHs JII' Beie 10 MEn/i1 mo3BoJIsIeT MCKIIIOUUTD
BTOpUYHbIA TtunoroHanusMm (Al). Ilpumeyanume: mpyU KOHCTUTYLMOHATbHOM
3a[epkKe MybepTara, Mpy KOCTHOM Bo3pacTe MeHee 13 jieT y aeBodek v 14 jer

265



Y MaJIbYMKOB OTPULIATENIbHAS TTPo0a ¢ TOHATOIUOEPUHOM TPEOYET ITOBTOPHOTO
npoBeneHus 1poosl yepe3 1—2 roga (BII).

IIpo6a c yenoBeyecknM XopuoHMYECKHUM ToHanoTponuHoM (XI'1) — npoBo-
JIATCS Y MAJIBYUKOB C IIEJIbIO OLIEHKM (DYHKIIMOHATBHOTO COCTOSTHUS SIMYEK.
B Hacros1iee BpeMsl CylIeCTBYET HECKOJIBKO ITPOTOKOJIOB IIPOBEAESHUS IPO-
Obl. B Hameil cTpaHe MCHONB3yeTCsl TpeXAHEBHas IIpoda ¢ B/M BBEACHUEM
1500 Ex XTI 1 mocieayiolnM UcCeIoBaHMEeM YPOBHS TECTOCTEpOHA Yyepes
24—48 4 moce nocienHel MHbEKIIUU.

WHTepnperamusi: TOIbeM YPOBHS TECTOCTEpOHA y JAeTell  BHIIIE
3,5 HMOJIb/JT TIO3BOJISIET UCKJIIOUUTh MEPBUYHBIN runoronaausm (BII).

IToka3aHus K nNpoBeAEeHHI0 MPOObI: TOJO03PEHUE Ha IMMEPBUYHBIN TMIIOTOHA-
In3M Tipu HU3KuX ypoBHsax JII', OCIT.

Tect ¢ antaronuctamu I'n-PI' — npumenstioT kmoMudeH (y moapoCTKOB
ucrojb3yercs penko). [IpuHumalot BHyTpb 1o 100 Mr/cyT KiioMudeHa B Te-
yeHue 7 CyT.

Hurepnperanus: noabem yposHeit JII', ®CI Ha 20—50% mociae oTMeHbI
npernapara CBUIETEIBCTBYET O COXPAHHOCTU TMITOTajaMO-TUIlo¢hU3apHOI
ocu (BII).

IToka3anus: Momo3peHUE Ha BTOPUYHBINA THUIIOTOHAIU3M.

Tect ¢ nporecrepoHoMm (y AeBoueK). ExxenqHeBHO B TedeHMe 6 CyT MUKPOHM -
3upoBaHHbIi mporectepoH, 100—200 Mr, WM CUHTETUYECKUE TecTareHsbl,
10—20 mr.

HHTepnperamusi: OsSBICHUE KPOBIHUCTBIX BbIIEJICHUN yepe3 3—7 CyT Mo-
cJie OKOHYaHUS TIpreMa TpernapaTa CBUIETEIbCTBYET 00 YIOBJIETBOPUTEIb-
HOI HACBIIIIEHHOCTH OpraHW3Ma 3CTPOreHaMM.

AHanmu3 criepMmbl (CriepMorpaMma) — IeJIecoo0pa3HO IPOBOAUTH MOCIHE
HactyruieHus 18 ner. MccnenoBanue 25KyJisITa MO3BOJISIET OLIEHUTh COCTOS -
HUE PENPOAYKTUBHON (PYHKIMM sinueK. HopMalbHBIN 3IKYISAT CBUACTEb-
CTBYET O JOCTAaTOYHOM YPOBHE MOJIOBBIX TOPMOHOB B OpraHM3Me ITallleHTA.
DTO caMblii TPOCTOW U JOCTYITHBINA METOIT, TTO3BOJISIONIAIN KOCBEHHO CYIUTh
O TOPMOHAJILHOM CTaTyCe IOJOBOM CUCTEMBbI Y MY>KUMH.

HononHuTenbHble 06cnenoBaHus

YabTpa3ByKoBOe MCCJI€0OBAHHE OPraHOB MAJOr0 Ta3a y JieBOYEK U OPraHoB
MOIIOHKH H NMPOCTATHI Y MAJBYUKOB — ITPOCTOM, TOCTYIHbBII METO, ITO3BO-
JISIIOIIUIA OLIEHUTD Pa3BUTHUE TOHAM, UCKIIOUUTD HAJTU4YME MATOJIOTUYECKUX
00pa3oBaHMIi U CJIEIUTh 32 XOJO0M I0JIOBOrO co3peBaHus. PekoMeHayercs
MPOBOAUTL BCEM AeBOYKaM ¢ JIIOOBIMU (popmamu tunoroHaguzma (All).
[Ipr3HakaMy TUMOroHamM3Ma SBJISIOTCS: TUIOIUIA3MsI MAaTKM, THIIOILIA-
3Us1 SIMYHUKOB CO CKYIHO Pa3BUTHIM (OJUIUKYJISIPHBIM aIlliapaToM
(Tabin. 4).
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Ta6nuua 4. Pasmepbl MaTKN U SIMMHIKOB B 3aBUCUMOCTI OT CTafun ny6eprara no TaHHepy

Cragus O0beM MATKH, MJI O0beM AMYHUKA, MJI
I 0,5—1,5 0,2—0,9

11 1,5-3,0 0,9—1,5

111 3,0—10,0 1,5-2,5

v 10,0—30,0 2,5-3,0

\% 30,0—80,0 3,0—10,0

Y manpunkoB Y3U mpoBomdT TIpM MOAO3pEHUM Ha HAJIMYME TTaTOJIOTHYE-
CKMX 00pa30BaHUIA W [JISI OLIEHKHU ITOJIOKEHUSI SIMUEK IIPU MX OTCYTCTBUU B
MOIILIOHKE.

Onenka KocTHOro Bo3pacra. Hanbosee mpocTbIM M JOCTYITHBIM KOCBEHHBIM
CITOCOOOM IMATHOCTUKM TUIIOTOHANAM3Ma SIBIISIETCS PEHTICHOJIOTMYECKOE
oIpe/ieieHe KOCTHOTro Bo3pacTa. [1ooBble cTepouibl (3CTPOreHbl B OOJIbIIEH
CTEIIEHM ) BIMSIOT Ha CTPYKTYpPY KOCTHOM TKaHU. [10CKONBKY co3peBaHue CKe-
JleTa 3aBUCUT OT HACHIIIEHHOCTHM OpraHM3Ma IIOJIOBBIMA TOPMOHAMM, TO
OlIEHKa KOCTHOTO BO3pacTa KOCBEHHO ITO3BOJISIET OLIEHUTh CTEIEeHb IOJIOBOM
3pesoctu oprann3Ma. Hamboiree moka3aTeIbHbI 3T MPOLIECCHl B KOCTSIX JTyde-
3aIIICTHOTO cycTaBa M KUCTU. KOCTHBII BO3pacT ompenessieTcsl IyTeM COITO-
CTaBJIeHUsI peHTIreHOrpaMM KMCTell (BbIsIBICHME (Da3 U CTaAuii OCTEOreHes3a) ¢
cootBeTcTBYOmMMU HopMatuBamu (Al). [1pu onpeneaeHn KOCTHOTO BO3pa-
cTa cliefyeT YYMThIBaTh U APYTve MPU3HAKM HapyIIEHUsT OCTeoreHe3a (acuM-
MEeTpHsI OKOCTEHEHUsI, U3BpallleHWe TTOpsiaKa OCTeoreHes3a 1 1ap.) U oOpallarhb
BHUMAaHNE Ha KpalilHME ero BapMaHTHI (HamOoJjee paHHUM ¥ HauOoJee IT03MI-
HUIA CPOK TOSIBJICHHST TOUEK OKOCTCHEHUST I Pa3BUTUSI CUHOCTO30B), YTO MO-
JKeT ObITh OOYCJIOBJICHO pa3IMYHBIMM (haKTOpaMHM, B T. Y. HACJIEACTBEHHBIMMU.
Tak, yBenmuueHHe o0beMa SIMYCK Y MaJbUYMKOB WM YBEJIMYCHME MOJIOUHBIX
Kene3 y AeBoueK (TIEpBBIil TIPU3HAK ITyOepTaTa) COOTBETCTBYET KOCTHOMY BO3-
pacty 13,5—14 ner i 10—11 JeT COOTBETCTBEHHO, a ITyOepTaTHBIA CKauOK
pOCTa IIPOUCXOAUT IIPX KOCTHOM BO3pacTe 14 JieT y MaJIburKoB 1 12 j1eT y ae-
Bouek. [locie akTuBammy GyHKIWMK TOHAA B ITyOepTaTe HACTYIIA€T CMHOCTO3
snudu3a ¢ Metaduzom B | MACTHOI KOCTH.

Cpoku OKOCTeHEeHUsSI — CM. TabJI. 3.

Jencuromerpusi (0 MOKa3aHUAM) — TPY IMOJAO3PEHUU HA TMITIOTOHAIU3M
JIEHCUTOMETPHS B IIOAPOCTKOBOM BO3pacTe PyTMHHO He mpoBoautcs. [1oka-
3aHMEM K Hell MOXET ObITh Mo3fHee obpalleHue 6ojbHOro (mocne 16—
18 neTr); B 3TUX ciydasix OHa MPOBOAUTCS IS OLUEHKM CTENEHU CHUKEHUS
KOCTHOH IJIOTHOCTH M, COOTBETCTBEHHO, PHMCKOB MATOJIOTUYECKMUX IIepesIo-
MOB (KpaiiHe peaKo), a B JajibHeieM 11l OLleHKU 3(P(OEeKTUBHOCTU TTPOBO-
auMmoro nedenus (BIII).
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Ta6nuya 5. CpoKu OKOCTEHEHUS Pa3NNYHbIX YacTel CKeNeTa y ManbylkoB 11 1eBOYEK

Jlokanmm3anus
siep OKOCTEHEHHs

CpOKPl MOABJICHUA A1€pP OKOCTCHECHUA

HawuGosee pannue

HauGonee nosmaxue

Cpennue

Manbuuku /leBoukn Maabunku JleBouku Maibunku JleBoYku

lonosku 11—V msicTHBIX
KocTei

lonoBuarast KocTh

JucTanbHbIN 2nudu3
JIy4eBOM KOCTU

JncTanbHbIN 2nudu3
JIOKTEBOW KOCTU

KpIO‘IKOBI/IIIHaH KOCTb
JlanpeBUIHAS KOCTh

OcCHOBaHUE THUCTaTbHBIX
ananr

OcHoBanue | nsictHoON
KOCTH

OcHOBaHUE MTPOKCHUMa-
JpHBIX (ananr [[—V
najblieB

OcHOBaHUE CpeHUX
danmaHr

[MonynyHHast KOCTh

CecamoBuaHbIe KocTH |
MSICTHO-(aJTaHTOBOTO
cycraBa

Tpal'leLU/leBI/IZ[HLIe KOCTH

TpexrpaHHast KOCTb

8 mec

18 cyr

6 mec

5 ner

18 cyr
3 roma

9 Mec

1 ron

8 Mec

9 mec

1 rom

10 net

3 roma

6 mec

7 mec

18 cyr

5 mec

4 roga

18 cyr
2 roma

8 Mec

11 mec

7 mec

8 Mec

10 mec

9 ner

2 roma

5 mec

3 roaa

7 mec

2 roma

9 ner

7 mec
9 ner

3 rona

4 rona

3 rona

3 roma

7 ner

16 net

9 ner

7 ner

2 rona

5 Mec

1 rox

7 ner

5 Mec
7 ner

2 roga

3 roma

2 roga

2 rona

S5 ner

14 net

7 ner

5 ner

2 roga

3 mec

11 mec

7 ner

4 mec
6 et

2 roga

3 roga

1 ron

2 roga

4 roma

14 ner

7 ner

3 roga

1 ron

1 mec

9 mec

6 et

2 mec
4 rona

1 ron

2 roga

11 mec

1 ron

3 roma

11 ner

5 ner

2 roga

MPT rosioBHOro Mo3ra (1o moka3saHmsiM) — IIPOBOIUTCS IIPU IMOA03PEHUN
Ha TMITOTOHAAOTPOITHBIM TUIIOTOHAAM3M B COYETAaHUN CO CHIDKeHUEM (PYHK-
LMW JPYTUMX TPOITHBIX TOPMOHOB JUISI OLIEHKM COCTOSIHMSI aHATOMMUYECKUX
CTPYKTYp THIIOTajaMyca 1 mepenHeil gonu rumodusa (BII).

KoHcyapTanus AeTCKOro rHHEK0J10ra — I10 TTOKa3aHMSIM.

Koncynbranusa anaposora — mo nokazanusm (CIII).
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OndbhepeHumanbHas anarHocTmka

I[Ipu puddepeHInanbHONM AUArHOCTUKE TUIIOTOHAIM3Ma HEOO0XOIUMO
MpeXIe BCeT0 MCKIIOUNTD 3a00J1eBaHNS, IIPUBOISIIME K TPAH3UTOPHBIM Ha-
pylieHusIM (YHKIMM TUIOTaIaMO-TUoGru3apHO-TOHAIHOK OCH.

TiaTeabHBIN cOOp aHAMHe3a, XKaJa00bl 00JbHOTO, (PU3UKATBHBIN OCMOTP
YacTO MO3BOJISIIOT YXe JO0 JIaOOpaTOPHBIX MCCAEHOBAHUM IIPEAIIONOXUTh
MPUYMHY TUTIOTOHAAM3MA U UCKJIIOYUTh €T0 CUMITOMAaTUYECKEe (POPMBI.

[Tpu npoBeaeHnU J1aOOPaTOPHBIX UCCIEIOBAHUI Y TTAIMEHTOB C TUIIEPIO-
HAJIOTPOITHBIM TMIIOTOHAAU3MOM OYIYT BBISIBISATHCS BhICOKME ypoBHU JII' 1
O®OCI" B coyeTaHWM CO CHMXKEHHBIM YPOBHEM TOJIOBBIX CTEPOUAOB; Y Mallv-
€HTOB C TMIIOTOHAIOTPOIIHBIM TMIIOTOHAAM3MOM HOPMaJbHO-HU3KUE YPOB-
au JIT' 1 OCI mpu HU3KUX YPOBHSX TTOJIOBLIX cTeponnoB (Al).

B noapoctkoBOoM Bo3pacte HanboJiee 4acTo MPUXOAUTCS TTPOBOIUTD AUD-
(hepeHIIMAIBHYIO TUATHOCTUKY MEXKIY TMIIOrOHAJA0TPOITHBIM TMIIOTOHAIU3-
MOM U KOHCTUTYLIMOHAJIbHOM 3alepKKoit mybepTara.

KoncturynnonanpHasa 3aaep:xkka pocta u nososoro passutus (K3PII): co-
craBysieT 10 80% OT BcexX MPUYMH 3aep>KKU IOJOBOTO CO3peBaHus. 3HAUU-
TEJIbHO Yallle BCTPEYaeTCsI Y MaJIbYMKOB, YeM Y JIeBOYEeK (B COOTHOIICHUU
8:1). B 6oabmmHcTBe ciayyaeB K3PII HocUT HaciendCTBEHHBINA XapakTep,
T. H. HacJaeacTBennsnii Bapuant K3PII, npuyeM 3TO He 3aBUCUT OT TOTO, y
KOT0 M3 poAuTelIeil HaOmoaancs mo3nHuil myoeprat. Ilpu oTcyTcTBUM OTS-
TOILIEHHOI HACJEeICTBEHHOCTH TOBOPSIT O cnopaamyeckom Bapuante K3PII,
KOTOPBIA MOXET ObITh HANONATHYECKHM (T. €. IpUUMHA 3aePXKKU ITydbepTara
HEM3BECTHA) WM K€ MPOSIBIICHUEM BIMSHUS COMYTCTBYIOIIMX SHIOTEHHBIX
WK IK30T€HHBIX (DAKTOPOB:

e I1aTOJIOTUSI OEPEMEHHOCTH, IepUHaTajlbHasl TpaBMa, HU3KUI POCT U BeC
IIPU POXKICHUN;

e Hajmuuue XpoHuueckux 3adosneBaHuii KKT, ocobeHHO CONMpOBOXKIAI0-
LIMXCS HApYLIEHUSIMU BcachbiBaHUs (MajbaOCcopOLMeii), OpPOHXOJIETOYHOM
IIaTOJIOTMHU, IIOPOKOB Pa3BUTHSI OPTAHOB CEPACIHO-COCYAUCTOM CUCTEMEI,
CHCTEMHBIX 3a00JieBaHUI, 3a007€BaHUI UMMYHHOU CUCTEMBI;

e JICKOMIIEHCAIIMS 9HAOKPUHHBIX 3a00J1€BaHUI (TUIIOTUPEO3, XPOHUYECKast
HaAMOYeYHUKOBAsT HEIOCTaTOYHOCTh, TMIICPIIPOJAKTUHEMMsI, CaxapHBI
nurabeT, TUIoTagaMo-Tunodu3apHas TUCHYHKIINSA);

e JIJIUTEJIbHAS Tepanusl TJIIOKOKOPTUKOWAAMU B aHAMHE3€ WM B MOMEHT
oOpaleHust 00JIbHOTO K Bpauy, 0OCOOEHHO MPU UCHOJIb30BaHUU cyrpadu-
3MOJIOTUYECKUX 03 (JIeueHUe CHUCTEMHBIX 3a00JieBaHMI, B COCTaBE XU-
MMOTEpaInu, IJIUTeJbHOE MCIO0Jb30BaHUE HEaleKBAaTHBIX 103 MpU Jeue-
HUM XPOHUYECKOU HAAIIOYEYHMKOBOM HEAOCTAaTOUHOCTH);

e HEJOCTATOYHOE TOCTYIJIEHUE BHEPTrMU C MUIIeH (HepBHAsh aHOPEKCHs)
WIM HecOalaHCUPOBAaHHOE IUTaHUE;
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e OYECHB BHICOKME DHEPro3aTpaThl, HAIIpUMep U30BITOYHBIC (PU3NIEeCKIE Ha-

IPY3KM TIpU 3aHSITUSIX CIIOPTOM;

e HeOJarompusITHAsI COLIMabHAs OOCTAaHOBKA: XPOHMYECKUI CTPECC, aaKo-

TOJIM3M B C€Mbe U T. 1.

Jlo HacTosIIIero BpeMeHU 4YeTKMX KpuTepueB auddepeHUnaaIbHON aua-
THOCTUKM MEXIYy THUIIOTOHAZOTPOITHBIM TurnoroHaguamMoM u K3PIT no
17—18 net HeT. IToa0XUTENbHBINA pe3yJibTaT MPOoObLI ¢ TOHAJ0JUMOESPHUHOM
(moabem ypoBHs JIT' > 10 MEn/i1) mo3BossieT UCKIIOUUTD TUIIOTOHAIOTPOIT -
HBII TUIIOTOHAAM3M, OTHAKO OTPUIIATEIbHBIC PE3YJIbTAThl IIPOOBI 10 BO3pa-
cta 17—18 ner He SIBISIIOTCS AMArHOCTUYECKHUM KPUTEPUEM TUITOTOHAI0-
TpornHoro runoroHagusma (BII).

B monn3zy K3PIT MoxXeT cBMIETeILCTBOBATh TAKXKE: COUETAHNE OTSATOIIEH-
HOTro ceMeiHOro aHaMHe3a (Hajauyue MO3AHero myoeprara y OavKalilmx po-
CTBEHHMKOB) C HayaJoM OTCTaBaHMSI B POCTE OT CBEPCTHMKOB C BO3pacTa
9—11 neT u oTcTaBaHWEM KOCTHOTO BO3pacTa OT IacnopTHoro Ha 1,5—3 roma.

dopMbl rMNEeproHafoTPONHOro rMnoroHaagn3ma

Cunpgpom IllepemeBckoro—TepHepa — cM. COOTBETCTBYIOIIMI ITPOTOKOJ.

Cunapom Knaiindensrepa — HaubOoJsiee yactas mpuyrMHa rMeproHaaoTPOI-
Horo runoroHagu3ma. OOycJIOBJIeH HATWYMEM AOMOTHUTEbHON X-XpOMOCO-
MbI (OmHOM M Oojee) mpM MyXKCKOM Kapuoturie u (eHorure (47,XXY,
47 XXY/46,XY, 48, XXXY u T. 1.). PacnpocTpaHeHHOCTb CUHAPOMA COCTaBJISI-
eT 1:500—1:700 HoBopoXIeHHBIX MaTbuUKOB (0,2% myxunH). Hannune no-
TOJTHUTEILHOI X XpOMOCOMEBI 00YCJIOBJICHO HapyllleHUEeM Melio3a B poliecce
(opMUpPOBaHMS TIOJOBBIX XPOMOCOM JIMOO HapyIIeHHEM MMTO3a B IIEPUOI
Pa3BUTHSI 3UTOTHI (XapaKTEPHO IJII MO3aMYHBIX BapuaHToB). Kitaccuueckumu
nposiBIIeHUsIMU cuHIpoMa KiraitHdenbrepa SIBISIOTCS MaJeHbKUE, ApsIOiIbie
SIMYKU (MeHee 2,5 ¢M), TMHEKOMACTUsI, eBHYXOMIHbIE Tporoplvu. B momy-
oepratHOM Bo3pacte cuHapoM KraitHdenbrepa MOXET OBITH 3aIIOH03PEH TIPU
HaJIMYUM KPUIITOPXU3Ma U MUKpOIIeHNCa. B mepros 1mooBoro co3peBaHus y
YacTU MallMeHTOB HabOJII0AaeTCsl CIOHTAHHBIN MyOepTaT ¢ Xopollei BUpUIn3a-
nueit. B aTtoMm ciyyae momo3penne Ha cuHapoMm KraitHdenbTepa Bo3HMKaeT
NP HAJIMIMU HECOOTBETCTBUS MEXIY CTeTICHBIO BUPWIM3ALUN U MaJIeHbKUM
00BbEMOM SIMYEK C APsI0I0i KOHCUCTEHLIUEH.

TI'opmonansHEI TTpodmIh: BeicokKe ypoBHU JII', ®CI ipn HM3KOM YpOB-
He TecTocTepoHa. ¥ O0JIbHBIX ¢ cuHApoMoM KialiHdenbTepa 4acTo UMEIOT-
Csl TIOPOKM pa3BUTHUSI BHYTPEHHUX OPraHoOB: HapylleHue (PYHKLIMU cepaed-
HO-COCYIMCTOI, MOUYEBBIBOISIIEH CUCTEMbI, OPTaHOB 3PCHUS; y YaCTH I1a-
LIMEHTOB MOTYT HaOJIIOaThCsI 3afep>KKa YMCTBEHHOTO pa3BUTHUS, TPYIHOCTH
KOHTaKTa CO CBEPCTHUKAMU, TPYAHOCTU B 0Oy4YeHUU (OCOOEHHO 3TO OTHO-
CUTCSl K TyMaHUTapHbIM HaykaMm). IIpu cunapome KnaliHgenbTepa moBbI-
IIIeH PUCK HOBOOOpPa30BaHWUIA.
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Cunnpom HyHan — oTHocuTenbHO YyacToe 3abojieBaHUe, Haceaytomeecs
ayTOCOMHO-IOMMHAHTHO Y MMemllee o0Ire (heHOTUITMYECKHUE YepThl C
cuaapomoM lllepemesckoro—TepHepa npu HOpMaJbHOM KapuoTture. Pac-
npoctpaHeHHOCTb cocTtaBisieT 1:1000—1:2500 HOBOPOXKIAEHHBIX; CUHAPOM
HyHaH ognHakoBO 4acTo BCTpedaeTcsl y A€BOYEK U Y MaJIbuUKOB. XapaKTep-
HBI 3a/epKKa IOJIOBOTO pa3BUTHS, TMIIOTOHAAM3M, OSCILIOAMEe, COMAaTHIE-
CKMe HapyIIeHUST: KOPOTKasl IIesl ¢ KPBUIOBUIHBIMU CKJIaIKaMU, «00YK000-
pa3Hasi» IpynHas KjaeTka, JerkKuid MTo3, aHOMaJuM KMCTEH, YIIHBIX paKo-
BUH, MOYEBBIBOMSILEH M cepAaeuHo-cocyauctoit cucrteM (80% OOJbHBIX
MMEIOT TIOPOKM cepaua). Hanboilee TMIMMYHBIM MPOSIBICHUEM ITaHHOTO 3a-
OoJieBaHUS SIBJISIETCSI HU3KOPOCIOCTh MPU OTCYTCTBUM AeUIIUTa TOPMOHA
pocTa; moyioBast M PeNpoOaAyKTUBHAs (DYHKIIMS Y XXEHIIMH CTpagaeT He3HAUM -
TEJbHO, TOTAA KaK Y MaJIbYMKOB MOTYT HaOII0IAThCS KPUIITOPXU3M, TUTIO-
IJ1a3us sIn4eK, U B My0epTaTHOM BO3pacTe — TUIIEPrOHAJZOTPOITHBINA THUIIO-
TOHAIU3M.

CuHIpPOM HEYYBCTBUTEJIbHOCTH K aHAPOreHaM (CHMHIPOM PE3UCTEHTHOCTH K
aHIporeHaMm, CUHApPoM Moppuca, CUHAPOM TECTUKYISIPHON (peMUHM3aLNN
[CTD]) — BpoxkaeHHOE HapylIeHUE MOJOBOTO Pa3BUTHsI, BBI3BAHHOE MyTa-
LIMei TeHa aHAPOreHOBOro PELENTOpa y MalMeHTOB ¢ KapuoTtuiioMm 46,XY.
KnuHnyeckast KapTvHa CUJIBHO BapbUpYyeT B 3aBUCUMOCTH OT CTEIEHM Ha-
pyiieHus1 GyHKIMU pelienTopa, OT IMOJTHOCThIO HOPMAJIBHOIO SKEHCKOTO (he-
HoTuIa (TTojHast ¢opMa CMHAPOMA), TUIIOCTIAAUM Pa3JIMIHONM CTETIEeHU TsI-
KecTu (HerojiHasi dopMa CHMHApPOMA) 10 M30JUPOBAHHOIO HapYIIEHMS
cnepMmaToreHesa (cuHapoMm Peitdenmreitna). [Momnas ¢popma CTD B nmet-
CKOM BO3pacTe 4allle BBISIBJISIETCS CIIyJailHO IIpM OOHAapYXKeHHU BO BpeMsI
OIepaTUBHOTO JIEUEHHS O MOBOAY JBYCTOPOHHUX IaXOBbIX TPHIXK Y A€BOY-
KM B TPBDKEBBIX MEIIKAX TECTHKYA. B ITOApPOCTKOBOM BO3pacTe IIOJHYIO
dopmy CTD MOXKHO 3aIIOJ03PUTh TIPU OTCYTCTBUM MEHCTpyaluii Ha (oHe
XOPOIIIei 3CTPOreHn3auu (XOpoIllo pa3BUThIe MOJOYHbBIE Kejie3bl). B Top-
MOHAJIbHOM (DOHE BBISIBIISTIOTCS BRICOKMI YPOBEHb TECTOCTEpPOHA U D2, MO-
BoiieHue yposHs JII' u, B Menbieit crerrenn, @CI. [Ilnarnos BepuuLInpy-
eTCsl IyTeM MOJIEKYISIPHO-TEHEeTUYECKOI0 MCCAeA0BaHuUs reHa pelenTopa K
aHmporeHaMm (oOHapy>XKeHUe MyTalluii B TeHEe pelieniTopa IIOATBePKIacT J1ua-
THO3) (CM. COOTBETCTBYIOLLIMUI MTPOTOKOJ).

CuHIpOM perpeccud Su4YeK (CHHAPOM <«MCYE3HYBINMX SIMYEK») — I1aTOJIO-
TMYECKOEe COCTOSTHME, OOYCIOBICHHOE pPerpeccueii B Iepruod BHYTPUYTPOO-
HOTO pa3BUTHSI HOPMaJbHO (DYHKLUIMOHMPYIOIIMX SIMYeK. B ToJb3y 3TOrO
CBUCTEJILCTBYET OOHApYXXEHHE CTPYKTYp CEMEHHOro KaHaTWUKa Mpu aua-
THOCTMYECKO JIaImrapocKonuu. PacrpocTpaHeHHOCTh CMHIpPOMA CPEeIu ITa-
LIMEHTOB C JIBYCTOPOHHUM KPUIITOPXM3MOM COCTaBisieT MeHee 3—5%.
OCHOBHBIMU 3THOIIATOTEHETUYECKMMU (aKTOpaMy CUMUTAIOTCS BaCKYJISIp-
HbIe HapyILIeHMS, IPUBOILIIME K HAPYIICHUIO MUTAHUS SIMYEK, MePEeKpPyT
SIMYEK B TIPOLIECCE UX OMyCKaHMsI, a TakKKe TeHeTUYeCcKue n1eeKThl — MyTa-
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g reHa SFI. KnuHudyeckue mposiBA€HUS CUHAPOMA MCUE3HYBIIUX SIMYEeK
BapbUpPYIOT OT HOPMaJIbHBIX MYXXCKHX HAapY>KHbBIX MOJIOBBIX OPTaHOB P He-
MaJTbIIUPYEMBIX SIMUKAX, Pa3IMIHON CTEIIEHW HapYIIeHUI CTPOSHUS MO THU-
Iy TUIOCITaJUM IO TIOJTHOCTBIO HOPMAJIbHBIX KEHCKUX HapY>KHBIX ITOJIOBBIX
OpraHoOB, UTO OMNpPENEJISIETCS CPOKAMU PErpPecCui siueK B IMePUO BHYTPUYT-
pOOHOTO pa3BUTHUSI.

Cunapom 46,XX-male (cunapom ae s Ilanenst) — peakas dhopMa Hapylie-
HUs (OPMUPOBAHUS I10J1a, XapaKTePU3YIOIIasiCsl HECOOTBETCTBUEM MEXTY
SKEHCKUM KapuoTUIioM (46,XX) 1 paBUIBHBIM MYKCKUM CTPOCHUEM BHYT-
PEHHMX U HapYKHBIX IOJIOBBIX OpraHoB. PacrpocTpaHeHHOCTb CHMHIpPOMA
coctapiseT 1:20 000—1:100 000 HOBOPOXIEHHBIX ¢ MY>KCKUM (DEHOTUIIOM.
B GonbmmMHCTBE ciay4yaeB MPUYMHON SBISIETCS TpaHCIoKamus reHa SRY ¢
Y-xpomocoMbl Ha X-XpoMOCOMY B mpolecce Mmeio3a. OaHako OMNMCaHbl
cydyad MYXKYMH ¢ KapuoTurnom 46,XX u orcyrcTBueM reHa SRY, maroreHes
3TuX (OPM CHHIPOMAa OCTaeTCS IO KOHIA HeM3ydeHHBIM. KimHuueckas
KapTtuHa cuHapoMa ae jd Illanens HanmomuHaeT cuHapom KrnaitHdpenbsTepa,
HO B OTJIMYME OT ITOCJEIHEro IMalieHThl HEBBICOKOTO POCTa U HE MMEIOT €B-
HYXOUIHBIX mponopiuii Teja. OCHOBHOI XajloOOI SIBIIsIeTCsI OecILIonue.
CoMaTnyecKoil TaToJoTUM OOBIMHO He BBISIBIISIETCS. MHTEUIEKT He Hapy-
1LIEH.

Mukpogenenun Y-XpOMOCOMbI — B 3aBHCHUMOCTM OT y4acTKa OeICIINU
KJIMHAYECKasl KApTHHA MOXKET BApbUPOBATh OT TMIIOTOHAIM3MA B COYCTAHUU
C KPUNOTOPXU3MOM 10 M30JMPOBaHHBIX (hOPM OECILIONUS.

BpokaeHHble TeCTHKYJ/ISIPHbIE NUCTEHE3WH — CM. IIPOTOKOJ «HapymeHust
(hopmupoBaHMs MoOJIa».

JedekT peuentopa K JII' — ayrocoMHO-pelLiecCUBHOE 3a00JeBaHUE, Xa-
pakTepusylollieecsl arviasueid M rumnoruiasueid kjaetok Jleiigura y majibuyu-
KOB, HapylleHHeM (POJUTMKYJIOTeHe3a U aMeHopeeil y JeBOYEK.

Pazinunbie (hopMbl HapyleHUs1 cTepouoreHe3a — cM. nporokoi «Hapy-
meHus popMUPOBAHMST TIOJIA».

CuHApOM TIpexXAeBPEMEHHOTO MCTOIICHMST IMYHUKOB — Yallle JMarHoc-
TUPYETCS BO B3POCJIOM BO3pacTe, IMarHOCTHKA B IIEPUOI ITyOepTaTa sIBJIsIeT-
Cs Ka3yMCTUKOM.

IIpuoOperennsie hopmMbl — OPXUT (ITPU SMUACMUYECKOM TTAPOTUTE, TyOEp-
KyJie3e, opyleiese, Cupwince), Xupypruieckasi KacTpauusi, TpaBMbl STUY-
Ka, SOUAUOUMUT (PeaKo), MEepPeKpyT sSWdKa, pagualliOHHBIA ayTOMMMYH-
HBIA OPXUT, MEAMKAMEHTO3HO WHAYLMPOBAHHbIE (DOPMBI TMIIOrOHAAU3MA
(IMTOCTAaTUKN, aHTUMETAa0OIUTHI, 0apOUTYpaTHl U T. I.).

dopmMbl rTMNOroHafOTPONHOro runoroHaau3ma

Bpoxnennbie (opmbl: MAHTUIIOMMUTYUTAPU3M (CM. COOTBETCTBYIOIIUI IPO-
TOKOJI).
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H3ommpoBaHHble (POPMBI TUIIOTOHAZOTPOITHOTO THITIOTOHAAW3MA: CUHII-
pom KanbMaHHa 1 apyrue reHetudeckue aedexTol. B HacTosiee BpeMs 13-
BecTHO Oosiee 10 TeHOB, OTBEUAIOIINX 3a 3aKJIaAKy, MUTPALIUIO U pa3BUTHE
roHagoTpodOB, MyTalliM KOTOPBIX OYAYT IIPUBOIUTDL K TUIIOTOHATOTPOITHO-
My TUIOTOHAAU3MY Y JIMIl 0OOMX ITOJIOB.

BpoKaeHHblii rHNOrOHAA0TPONHDIN TMIIOTOHAIN3M B COCTABE CHHAPOMAJILHOM
narojorun — cuHapoMm Ilpagepa—Buinu, cunapom JloypeHca—bapaer—
bunns (cM. cOOTBETCTBYIONINE TTPOTOKOJIBI).

3aboyeBaHUS TUTIOTAJIaMO-TUITO(MU3apHOI 00JIaCTH:

e TIOCTOHIC(ATUTUIECCKIEC U3MEHEHUS;

e IIOCTTpaBMaTUYECKUE M3MEHEHUS;

e OITyXOJICBBIE IIPOLIECCHI;

e TpaHyJieMaToO3Hble 3a0oeBaHMs (TyOepKyJie3, capKoua03), COMPOBOXK/IA-
[olIMecs MopaXkeHrneM TunoTajgaMo-rurnogu3apHoi 001acTu.
Xponnveckne (CHCTeMHbIE) 3a00J€BaHUA: CEPACYHO-COCYIMCTHIC, ITOYeU-

HbIE, SHIOKPUHHEIE (TUIIOTUPEO3, TUIICPKOPTU30JIN3M, TUIIEPIIPOIAKTHUHE -

MUsI), OXKUpEHUeE.

I'emoxpomMaTo3 — Iepeao3upoBKa IIpernapaTaMy XKeJie3a (JieueHre HEKOTO-
pbIX (hOpPM aHEMUU, -TajacCeMUU, YacTble TEMOTPAHCPY3UM) MOXKET IPU-
BOJUTbH KaK K MEPBUYHOMY TMIIOTOHAAU3MY BCIEICTBUE U30BITOYHOIO OTJI0-
JKeHHUS Keje3a B TOHAmax, TaK M KO BTOPUMYHOMY, BCJIEICTBHE HAKOTUICHMS
Xesesa B rurnoguse.

JlevyeHune rmnoroHagmama:
oOLLME MPUHLNMBI

Ecnu rurnoroHamu3M SIBJISICTCSI MPOSIBJICHUEM APYroil SHIOKPUHHOM MaTo-
JIOTUU, HEOOXOIUMO MPOBOAUTH JIEYEHNE OCHOBHOTO 3a00sieBaHMs (TTpoJiak-
TUHOMA, TUMIOTUPEO03, TUPEOTOKCUKO3, bone3Hb Miienko—KyimHra u np.).
B nmomonHUTEIPHOM Ha3HAYEHUM IIOJIOBBIX TOPMOHOB TaKue MAlMEHThI HE
HYKIAIOTCS.

Ecan runmoroHagusMm SIBISIETCSI CAaMOCTOSITEIbHBIM 3a00jeBaHUEM WJIU
BXOIHNT B CHMIITOMOKOMILIEKC 3a00ieBaHus (IaHTUIIOIIUTYUTAPU3M U JIp.),
MaluMeHThl HYXAAIOTCS B IPOBEICHUM TOCTOSTHHOM 3aMECTUTENIbHOM Tepa-
MUY MpernapaTaMy aHIPOTeHOB Y MY>XKUYMH WM 3CTPOTreH-IPOrecTare HHbIMU
npernapaTaMy y KCHIIUH (ITIepBUYHBIM M BTOPUYHBIN TMIIOTOHAINU3M) JIMOO
MpernapaTaMy TOHAIOTPOIIMHOB (BTOPUYHBIM TMIIOTOHAAW3M), T. €. Ha3HaYe-
HHUE TIperapaToB HOCHUT ITOXU3HEHHBINA Xapakrtep. Lleiab 3aMecTUTEIbHOM
TOPMOHAJIBHOM TepaIliy MOJIOBBIMU CTEPOMAAMM — IIOJIHAS HOPMaJIU3allMsI
COCTOSIHMSI, MCUE3HOBEHME CHMIITOMOB 3a00JieBaHMSI M BOCCTAHOBJICHUE
BTOPUYHBIX ITOJIOBBIX ITPU3HAKOB.
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Cpoxu Hayaja 3aMeCTUTEIbHON TOPMOHAIBHOM Teparu Py MOITBEPK-
JNIEHHBIX (hopMax TMMOTOHaIM3Ma OIPEAE/SIOTCS MHAMBUAYAIbHO C YUETOM
STHUYECKMX, CeMEHMHBIX, IICUXOJOIrMIECKUX, COLMAIbHBIX ACIIEKTOB; B Cpel-
HEeM Yy JEeBOYeK Tepamuio HauyuHawoT ¢ 12—13 jer, y MajJb4uMKOB C
13,5—15 ner (D). HaunHaloT 3aMeCTUTENLHYIO TepaIvio ¢ MUHUMAaJbHBIX
JI03 C IIEIbI0 UMUTAIIUM TEMIIOB Pa3BUTHS MOJIOBOTO CO3PEBAHUS U IIPEdy-
MpeXIeHUs TIpeKAeBPEMEHHOTO 3aKPBITUSI 30H POCTa, KOTOpOe Ha0IIogaeT-
Csl TIPYA MCITOJIb30BAaHUM BBICOKMX (B3POCJIBIX) 103 MOJOBBIX CTEPOUIOB.

Hauasio jiedeHnsi THIIOrOHAIM3MA Y MAJBYMKOB: VCITONB3YIOTCS IIPOJIOHTHIPO-
BaHHBIE (POPMBI 3PUPOB TECTOCTEPOHA ISl TTapeHTepaibHOro BBeaeHus (Cyc-
taHoH-250, OwmHagpeH-250). HavanwpHas npo3a cocrtaBisger 50—100mr Ha
6—8 Mec ¢ nocrerneHHbIM yBenuueHneM Ha 50 mr 1 pa3 B 6—8 mec (D). ITocie
JoctrkeHust 103bl 250 mr 1 pa3 B 3—4 Hea BO3MOXHO MCIIOJIb30BaHUE MPO-
JIOHTMPOBaHHBIX (POPM TECTOCTEpPOHA, KOTOopble BBOAsTCS 1 pa3 B 3—4 mec.

Jo3a 1eKapCcTBEHHOTO CpeACTBa MOAOMPAETCS MHAMBUAYAIbHO MO KOHT-
poJieM YPOBHSI TECTOCTEpOHA B KPOBH, KOTOPBII Ha (hOHE ITPOBOAMMOI Te-
panuM Bcerga IOJKEH HaXOAUThCS B Ipelesiax HOpPMaJIbHBIX ITOKa3aTesieid
(13—33 aMonb/1). KoHTpoab YpOBHSI TECTOCTEPOHA B KPOBM ITPOBOIUTCS
yepe3 3 Hel mocjie MHbeKIUKU. Ecam ypoBeHb TECTOCTEpOHA B KPOBU HAXO-
JIUTCSI HA HYDKHEH TpaHuIle HOPMbI WJIM HUXE, YaCTOTY MHBEKIIUI YBEJINIM -
BatoT 1o 250 mr 1 pa3 B 2 Hen (D).

Hayvano jleyeHus] TUIOroHagu3Ma y JAeBOYEK: MHUIMALKIO IyOepTaTa y
JIEeBOYEK ITPOBOIAT IperapaTaMM 3CTPOTeHOB. [ 3TuX 1ejeil UCIOIb3y-
JOTCSI TIpernapartbl KOHBIOTUPOBAHHBIX acTporeHoB (D) (ITpemapun,
625 MKr/CyT) M Mpenaparhl IPUPOIHBIX 3CTPOTEHOB: MPOU3BOAHBIE 3-3CT-
panuona — Dcrpodem (HoBoHopnuck), nmpousBoaHbie 3¢Tpaanosa Baiepu-
ata — IIporunosa (Illepunr). IlpenapaTbl IpUPOTHBIX 3CTPOTEHOB HA3HA-
YaroT B cTapToBoit mo3e 0,3—0,5 Mr/cyT. Bo3aMOXXHO IMpuMeHeHe TpaHCaep-
MaJIbHBIX 3CTPOTeHOB, BBIMYCKAaeMbIX B Buiae reneii — Jlusurenb (OpuoH
®dapma), KOTOpBIt HAHOCAT 1 pa3 B CYTKM Ha KOXY HIKHE! 9acTH IepeaHeit
CTEHKM KMBOTA.

Yepe3 1—2 roma MOHOTEpAMKM 3CTPOTeHAMU TIEPEeXOAAT K IUKINYSCKO
3aMECTUTCILHOM TepalMy 3CTPOreH-IIPOreCTareHHBIMUA — IIpeIiapaTaMu.
C 5Tol LIeIbI0 MUCTIOIB3YIOTCS MPeTapaThl, CoaepKallle eCTeCTBEHHBIE 3CT-
porenbl: AuBnHa (Opuon @apma), Lnkino-nipornnosa (LLepunr), Tpucek-
BeHc (HoBoHopauck) u 1. n. (D).

JleyeHne BTOPHMYHOrO rMIIOTOHAM3MA: TTIOCKOJIBLKY IIPY BTOPUYHOM THIIOTO-
Haau3Me BO3MOXKHO BOCCTaHOBJIEHUE (DEPTHILHOCTU ITyTeM BBEIEHUSI TOHA-
JOTPOIIMHOB, TAaKTHUKA JICUCHUSI OIpPEHelIIeTCS aKTyaJbHOCTBIO BOIIpOca
(bepTUIBHOCTH IS TMallMeHTa B HACTOSIILIEe BpeMs.

[TocnenHee BpeMst B IuTepaType OOCYKAAETCS BOIIPOC O MPEHUMYIIECTBAX
Havayia Tepaluy BTOPMYHOIO TUIOroHamu3Mma y ManbunkoB ¢ DCI, 1. K.
JMAHHBIA TTOAX0A UMUTHPYET Hayajao co3peBaHus KieToK CepToiu B Mepuos
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MOJIOBOTO CO3PEBaHUSI UM YCTAaHOBJIEHWE B3aUMOCBSI3M MEXAY KJeTKaMU
Cepronu u Jleitnura, 4tro MOXKET MO3BOJUTHL B OyAylleM MOAIep>KMBATh
criepMaToreHes 6e3 moroiHuTensHoro BBeaeHusS @CI (D).

1.

Cy1iecTByeT HECKOJIBKO MPOTOKOJIOB JIeYeHUsI TOHAJOTPOIIMHAMM.
Hauwmnator ¢ niperrapatoB ®CIT, 75—150 En B/M 1 pa3 B 2—3 cyT B Teue-
HUeE He MeHee ueM 6 Mec, ¢ TTOC/IeaYIOINM 100aBIeHUEM XOPUOHNYECKO-
ro roHagorponuHa, 1000—3000 Ex 1 pa3 B 3—4 cyT, IJIUTEIbHO.

. Haunnator ¢ xopunonuueckoro roHagorponuna, 1000—3000 Ex 1 pa3 B

3—4 cyT, 10 OOCTV:KEHMsI YPOBHSI TETOCTEpOHA He MeHee 12 HMOJb/1, B
nanbHeiiem nobasisior npenaparel OCI, 75—150 Ex B/M 1 pa3 B
2—3 cyT, toa KoHTposieM ypoBHeit AMI' u nunru6una B, cnepMorpamMMai.

. Cpa3sy e HauMHAIOT ¢ COYeTaHHOTO Ha3HadeHus npenapatoB OCI, 75—

150 Ex B/m 1 pa3 B 2—3 cyT, 1 XOPMOHUYECKOT0 roHagoTponuHa, 1000—
3000 En 1 pa3 B 3—4 cyT, JIUATENILHO.

MporHos

AnexBaTHasl 3aMeCTUTEJIbHAs Tepalrud, Kak MnmpaBujao, NIPpUBOAUT K YJIYUIIC-
HHUIO CaMO4YyBCTBUA U YMCHBIICHNWIO CUMIITOMAaTUKM.
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(MenrepanbHble
KAVMHWYecKne
peKoMeHAaUNW
(NMPOTOKOABI)

NO BEAEHUIO NaUMeHTOB
C Npe>XkAaeBpeMeHHbIM
NOAOBbBIM Pa3BUTNEM



CnMCoK coKpaLLeHu

AKTIT  — agpeHOKOPTUKOTPOMHBIN TOPMOH
BAKH — BpoxnmeHHas TUCOYHKIMS KOPHI HAAITOYECYHUKOB
I'uPT — TOHAJOTPONUH-PUJIU3UHT-TOPMOH
AT'DA  — mermapo3nuaHapOCTEepOH

HAI'DAc — mermapo3nuaHIpPOCTEPOHA CyIbdaT
N®P-1 — uHCYIMHOIIOOOOHBIN (akTop pocTa 1
KT — KOMITbIOTEpHasi ToMorpadus

Jr — JIIOTEMHU3UPYIOLIUIA TOPMOH

MPT — MarHMTHO-pPEe30HaHCHas ToMorpahus
OI'TT  — opanbHBIN TECT Ha TOJIECPAHTHOCTH K TITIOKO3¢
II11P — MPEXIEBPEMEHHOE TI0JIOBOE Pa3BUTHE
CTT — COMAaTOTPONHBI TOPMOH

T — TEeCTOCTEPOH

TTT — TUPEOTPOITHBIA TOPMOH

dCT — (hOTUKYIOCTUMYJIUPYIOLIUI TOPMOH
Y3U — YJIBTPa3ByKOBOE UCCJIEIOBAHME
DAM® — mMKINYecKuit ageHo3MHMOoHodocdaT
HHC — LIEHTpaJibHasl HEpBHAsI cUCTeMa

XI' — XOPUOHUYECKUI TOHANOTPOIUH

92 — BCTPaauro

170HP — 170H-nporectepoH

SD — CTaHOAPTHOE OTKJIOHEHUE

T, — TUPOKCUH
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BepneHre nauneHToB ¢ NpeXxaeBpeEMEHHbIM MOMOBbIM Pa3BUTHEM

MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTopl, HCHOJb30BAHHBIE IJIS OIIEHKH KA4eCTBAa U CHJIbI I0KA3aTe/lbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIIEHKA 3HAYMMOCTH B COOTBETCTBMU C PEUTHMHTOBOI cxeMoii (Tadi. 1).

Tabnuua 1. PeliTuHroBas cxema Ans OLEHKN CUMbl PEKOMEHAALNIA

‘YpoBenb Onmcanne

Cuia peKoMeHIalnu

CuJibHBIC apTYMEHTHI 3a IPUMEHEHUE 3TOTO MeTona
Yo6enuTenbHble apryMeHTHI 3a IPUMEHEHWE 3TOro MeToaa
Crnabble apryMeHThI 3a IPUMEHEHUEe 3TOro MeToaa

Cabble apryMeHTbI MPOTUB MPUMEHEHUS] 9TOr0 MeToaa

m g O w >

CuJibHbIE apTYMEHTBI MPOTHUB MPUMEHEHUSI 3TOr0 METOoAa
YpoBeHb 10Ka3aTeIbHOCTH

I [ToaTBepxieHO Gosee YeM OIHUM PaHIOMU3MPOBAHHBIM KOHT-
POJIUPYEMBIM KCCJIEI0OBAHUEM

11 TMonrBepxxaeHO GoJiee YeM OTHUM HEPaAaHIOMU3UPOBAHHBIM KIIM-
HUYECKUM MCCJIeIOBAaHUEM JIMOO HECKOJbKUMU aHATUTUYECKU-
MM UCCIIEIOBaHUSMU 00Jiee YeM M3 OTHOIO LIeHTpa

1 [TonTBepkeHO MHEHHEM IKCIEePTOB, KIMHUYECKHUM OIMBITOM,
OnucaTeJIbHbIMU UCCIECIOBAHUSMU, IKCIIEPTHBIMU KOMUCCUSIMU

MerToapl, HCIOJIb30BAHHBIE I AHAJIN3A I0KA3aTEIbCTB:
e 0030pHI MyOJIMKYEMbIX METaaHAIU30B;
e cuCTeMaTU4ecKHre 0030phI C TAOMMIIAMU JOKA3aTeJIbCTB.

Onmucanne MeTOI0B, NCNOJIb30BAHHBIX JJII AHAJM3A JI0Ka3aTelbCTB

I[Ipn orbope myOnMKaLuMii, KaK IMOTEHUMAJIbHBIX MCTOYHMKOB JIOKa3a-
TEJbCTB, MCITOJb30BaHHAS B KaXXIOM MCCICIOBAHUM METOJOJIOTUS M3ydaeT-
CS JUIST TOTO, YTOOBI YOSOUThCS B €€ BaTUIHOCTA. Pe3ynbTar n3ydeHus BIUSI-
€T Ha YPOBEHb J0Ka3aTeJIbCTB, IIPUCBANBAEMbII MyOJIMKALIMKA, YTO B CBOIO
oyepelb BIMSIET HA CUJIY BHITEKAIOLIMX M3 Hee pEeKOMEHIALINIA.
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Ha mpouecce olleHKM, HECOMHEHHO, MOXKET CKa3bIBAThCS U CYOBEKTHUB-
HbI akTop. s MUHUMMU3aUMK BO3MOXHBIX OLIIMOOK KaXKJI0€e UCCaea0Ba-
HIE OLICHMBAJIOCh HE3aBUCHUMO, T. €. IO MEHBIIIeH Mepe AByMS YWieHaMU pa-
Ooueii rpynnbl. Kakue-11b6o paznuuusl B OLEHKAX OO0CYXIAIUCh yXXe BCei
TPYIIION B TIOJTHOM COCTaBe.

Tabauupl 10Ka3aTe/bCTB

Tabnuibl 1oKa3aTeabCTB 3aMOJHSUIMCH WieHAMU padoyeid Tpymiibl.

MeTo/bl, MCOIb30BAHHDIE /151 (DOPMYJIMPOBAHUSA PEKOMEHIAIMIA:

e KOHCEHCYC 3KCIIEPTOB.

NuaukaTopsl Hapjiexkameil npaktuku npaktuku (Good Practice Points —
GPPs)

Pexomennmyemasi Hamexkalasi MpakTHKa 0asupyeTcs] Ha KIMHUIECKOM
OITBITE WIEHOB paboyeil IpyIIbl MO pa3pabOTKe PeKOMEHIALIMIA.

DKOHOMUYECKHIA aHAIN3

AHanmmM3 CTOMMOCTH HE IIPOBOIMJICS, W IyOJMKALMU 10 (papMaKOIKOHO-
MUKe He aHaJIM3MPOBAJINCh.

MeToapl BATMAM3ANUN PEKOMEHIAINIA:

e BHEIIHSIS SKCIIEPTHAST OLICHKA;
e BHYTPEHHSISI 9KCIIEpTHAsT OLICHKA.

Onucanne MeTOA0B BATMIAM3ANMHA PEKOMEHIAIMIA

Hacrosue pekoMeHIalluy B MIpeaBapUTEILHON BEPCUM ObLIA pelieH3U-
pOBaHBI HE3aBUCUMBIMU 3KCIIEPTAMU, KOTOPBIX ITOIIPOCUIN ITPOKOMMEHTH -
poBaTh Ipexke BCero To, HAaCKOJIbKO MHTEPIIpeTallus 10Ka3aTeIbCTB, JeXa-
IIMX B OCHOBE PEKOMEHIAIIMI, JOCTYITHA IJISI TIOHUMAaHMS.

[TonydeHBl KOMMEHTApHUM CO CTOPOHBI Bpadeil ITIepBUYHOIO 3BeHA U yda-
CTKOBBIX MEIUaTPOB B OTHOIIEHUN TOXOAUYMBOCTU M3JIOXEHHUSI PEKOMEHIa-
LU U OLICHKM BaXXHOCTH PEKOMEHIAIIMII KaK pabouyero MHCTPYMEHTa II0-
BCEIHEBHOM MPaKTUKH.

[IpenBapuTeabHast Bepcus OyIeT TakxKe HallpaB/ieHa PELIeH3eHTY, He MMe-
OIIEMY MEIUIIMHCKOIO 00pa30BaHMSsI, IUISI TOJIYYeHHSI KOMMEHTAapHUeB C
TOYKU 3PEHMS MALIMEHTOB.

KoHncyapranum u 3KCnepTHas OleHKa

[Nocnenare M3MeHEHUsI B HACTOSIIIX PeKOMEHAAIMSIX ObLIM B IIPEIBapU-
TEJILHON BEPCUU MPEACTaBICHbI IS TUCKyccur Ha KoHrpecce sHIOKPUHOJIO-
roB 20—22 mag 2013 r. (MockBa), Ha KOHDEepeHIIMN AeTCKUX SHIOKPHUHOJIO-
roB 22—23 wioHsa 2013 r. (ApxaHrenbck). IIpenBapurenbHasi Bepcusl BbICTaB-
JIeHa IJid IIMpOKOro oocyxaeHus Ha caiitte DHLL nis Toro, yTtoOs! auiia, He
YUYaCTBYIOIIIME B KOHIpecce M KOH(MEepeHIINSIX, MMEIN BO3MOXKHOCTDb IIPUHSITh
yJacTre B 0OCY:KIEHUU M COBEPLICHCTBOBAHMU PEKOMEHIAIINIA.

Pa6ouas rpynma

71 oKOHYaTeIbHOM pedaKlMy M KOHTPOJII KadyecTBa PeKOMEHIAIN Oy-
IYT MIOBTOPHO MPOaHAIM3MPOBaHbBl WieHAMU pabodeil IpymIlbl ¢ LENbIO YI0-
CTOBEPUTHCS, UYTO BCE 3aMeUYaHUsI 1 KOMMEHTapUU SKCIIEPTOB MPUHSTHI BO
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BHMMAaHNE, PUCK CUCTEeMAaTMUYCCKUX OIIMOOK IIpHM pa3paboTKe peKOMEHa-
LM CBeeH K MUHUMYMY.

Cwnma pekomeHmaunii (A—E, I—I1I) mpuBoguTcs nmpu M310XKeHUW TeKCTa
pEKOMEHIALNA.

OnpepeneHve

HpC}KﬂCBpCMCHHbIM IIOJIOBBIM PAa3BUTHUEM CUMTACTCA IIOABJICHUE BTOPUY-
HbIX ITOJIOBbIX ITPM3HAKOB Yy ACBOYECK A0 8 et u Y MaJIbYMKOB 10 9 ner.

SNMaemM1onors

PacnipocTpaHeHHOCTh MPEXAEBPEMEHHOTO ITOJIOBOTO Pa3BUTHUS 3aBUCUT OT
HO30JIOFMYECKOr0 BapMaHTa CUHIpOMa, Ioja M Bo3pacTa pebeHka. ['oHa-
norponuH3aBucuMbie opMbl T1ITP y meBodyek BcTpedaloTcsl 3HAYMTEIBLHO
yaiie, 4eM y MaJibuuKoB. [1o 1uTepaTypHbIM JaHHBIM, PACIIPOCTPAHEHHOCTD
neHTpaabHBIX ¢opMm [1TTP B Mupe y neBouek 10 2 net coctasiseT 0,5:10 000
geteit, oT 2 1o 4 get — 0,05:10 000, ot 5 mo 9 ner — 8:10 000. Cpeau majib-
yukoB [IIP, BHe 3aBMCMMOCTM OT BO3pacTa, BCTpedacTcs pexke —
0,05:10 000.

ITronorua 1 Knaccudukaums

B ocHoBy knaccupukauuu cuHapoma ITITP mosoxeH matoreHeTUYeCKUit
MNPUHINN, YYUTHIBAIOIIUA TMEPBUUHYIO JOKAJIM3AIUIO MaTOJOTUIECKOIO
mpolecca B CUCTeME TUITOTalaMyC—TIUIO(U3—II0J0BbIE Xele3bl—HAaamno-
YEYHUKHU.

BobiaensitoT uCTUHHBIE, WM LIEeHTPaJIbHbIe, (DOPMbI 3200J1€BaHMS, TTATOTeHES
KOTOPBIX O0YCJIOBJIEH MPeXAeBPEMEHHOM aKTUBHOCTbIO LIEHTPaJbHOU YacTu
roHajocTaTa: TUIOoTajaMo-TUIlo(u3apHoii cucTeMbl. [loBbIllIeHHE CeKpe-
LIMK TIOJIOBBIX CTEPOUIOB ITOJOBBIMU XeJIe3aMU B TaHHOM ClIydae SIBJISIEeTCS
CJIeCTBMEM CTUMYJISILUM TMOJIOBBIX XKeJie3 TOHAI0TPONUHAMU.

Jloknble, uan nepudepuyeckue, dopmol [1I1P oOycnoBneHbl mpexneBpe-
MEHHOI CeKpelreil MOJI0BbIX TOPMOHOB OITYXOJISIMU IIOJIOBBIX KeJle3 WU
HaAMoOYeYHUKaAMH1, He3aBUCUMOM OT CEKpeLMu TOHAaJOTPOIMHOB.

B camocTosiTelbHYIO TPYMITy BBUICJSIOT TaK Ha3blBaéMbi€ TOHAIOTPO-
nuH-He3aBucumbie ¢opmbl [TTTP, mpu KOTOpbIX aBTOHOMHAST aKTUBALIUS €S-
TEJIbHOCTHU MOJIOBBIX XeJjie3 00yCI0BeHAa FTeHETUUECKUMU HapYLIEHUSIMU.

[Tpu Bcex mepeumciaeHHbIX (opMax 3a00jIeBaHUS MMOJIOBOE pa3BUTHE 00-
JlagaeT BCeMU OCHOBHBIMM XapaKTEPUCTUKAMM IIPOrPEeCCUPYIOLIEro myoep-
TaTra: MIOMUMO MOSIBJIEHUSI BTOPUYHBIX MOJOBBIX MPU3HAKOB YBEJINYUBACTCS
CKOPOCTb POCTa U KOCTHOI'O CO3pPEBaHMsI, YTO OTpaXkKaeT CUCTEMHOE BIIMSI-
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HUeE TIOJIOBBIX CTEPOMIOB Ha OpraHM3M pebeHKa. KimmHmyeckue BapHaHThI
[1T1P, obnanmaroiye JaHHBIM KOMIUIEKCOM TPU3HAKOB, OIPENENISIOTCS KakK
nojaHas ¢opma IIITP.

[ToMrMO 3TOrO BBIAEHSIOTCS TaK Ha3bIBaeMble NAPHUAJbHBIE (HEMOJIHbIE)
tdopmer TTTTP, xapakTepusyroiiyecs n301MPpOBaHHBIM Pa3BUTUEM BTOPUYHO-
ro OBOJIOCEHHUS (IpeXIeBpeMeHHOe ITy0apXxe) M M30JIMPOBAHHBIM YBEIMYC-
HUEM MOJIOUHBIX XeJie3 y AeBoUYeK (IIpekIeBpeMEeHHOE Telapxe).

Knaccudukanusa
1. TonagorponuH3aBucumoe IIITP oOycnoBiieHO mpexaeBpeMeHHON aKTu-

Ballell TUITOTaJIaMO-TUITO(GU3apHO-TOHATHON CHUCTEMBL:

e TUITOTaJaMMYecKasi raMapToMa (3KTOMNHUs TMIIOTaJlaMMYE€CKON TKaHMU,
BBI3BaHHAsI MATOJIOTME MUTpallMd HEHPOHOB B SMOPHMOHAJILHOM IIe-
pUoJE), CEKPETUPYIOIasi TOHAAOTPOIIMH-PWIM3UHT-TOPMOH (TOHAI0-
nubepuH, 'HPT’) n aktuBupyooas runogu3apHo-roHaHyI0 CUCTEMY;

e 00BbEeMHBIC O0Opa30BaHMUs TOJIOBHOTO MO3ra (IJIMOMbBI M apaXxHOWOATb-
Hble KMCTbl XMa3MaJIbHO-CEJUISIpPHOIM O0JIacTU U JHA 3 Xeayaodka);

e opraHuyeckoe nopaxenue 1LHHC;

e yauonaruueckoe IITP.

2. 'onagotponuH-He3aBucumoe IITTP oOycnoBieHO akKTUBaLMEd CTEPOMI-
CEeKPETUPYIOIINX 3JIEMEHTOB IIOJOBBIX Kejle3 0e3 ydyacTus TOHaIoTpo-
ITMHOB.

Y desouek:

e cuHIpoMm Mak-Ksiona—QOnb6patita—bpaiilieBa;

e IICPCUCTUpPYIOIINE (HOJUTUKYJISIPHBIE KHUCTHI.

Y manvuuros:

o XI'Y-cekpeTupyoliue OrnyXxoau (repMUHOMBI);

e TECTOTOKCHUKO3.

3. JlJoxxHoe mpexXaeBpeMeHHOEe MOJ0BOE pa3BUTHE OOYCIOBIEHO aBTOHOM-
HOIl ceKkpelMell MOJIOBBIX CTEPOUIOB HAAIMOUEYHUKAMU UM OITyXOJbIO.
e UN3ocekcyanbHoe IIITP obOyciioBieHO cekpelueid aHIPOreHOB Y Mallb-

YUKOB, 3CTPOTCHOB Y IEBOUYEK.

Y desouex:

© 3CTPOTCHIIPOAYLIMPYIOIINE OITyXOJH IMYHUKOB WM HAAIIOUCYHNKOB.

Y manvuukos:

© aHIPOTEeHIIPOAYLIMPYIOIIME OIYXOJU SIMYeK WM HaANOYeUHUKOB;

o BpOXIeHHas1 AUC(YHKIMS KOPbl HAAIIOYSYHNKOB, AePULUT 21-Tum-
pokcwiasbl uau 11p-ruapoxkcunassl.

e I'eTrepocekcyanbHoe ITITP o6ycioBieHO MOBBIIIEHHON CeKpelneit aH -
POT€HOB Y II€BOUYEK, 3CTPOTEHOB Y MaJIbUNKOB.

Y oesouex:

© aHIPOreHNPOAYLUPYIOIIUE OMYXOJU IMYHUKOB WM HaATIOU€UHUKOB;

o BpoXIeHHast IUCGYHKIMS KOPbl HAAIIOYSYHNKOB, AeULUT 21-Tua-
pokcuiasbl WK 11B-Tuapokcuiiasepl.
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Y manvuuros:
o BCTPOTreHMPOAYLMPYIOLINE OIMYXOJIU SIMYEK WJIM HAAIIOYEUYHUKOB.
4. UzonnpoBaHHble (POPMBI TTPEKIEBPEMEHHOTO ITOJIOBOIO Pa3BUTHS:
e U30JIMPOBaHHOE MpPEXIEBpPEeMEHHOE Teaapxe;
e 130JIMPOBAHHOE MpPEXIECBPEMEHHOE agpeHapxe.

KnnHnyeckas kaptnHa

HMctunHoe ronagorponun3zaBucuMoe ITTTP Bcernma ObIBaeT moiaHbIM, T. €. Y
JIEBOYEK IOCJIC YBEIMYECHUSI MOJIOYHBIX 3Kejie3 U YCKOPEHUSI TEMIIOB pocTa
TTOSIBUTCSI TT0JIOBOE OBOJIOCEHME M HACTYIIUT MEeHapXxe, a Y MaJIbYMKOB Hapsi-
Iy C YBEJIMYCHMEM TI'€HUTAJIMl U YCKOpEHMEM pocTa OyaeT IPOUCXOIUTh
POCT SIMYEK.

[Tpu 10KHOM MOJIOBOM Pa3BUTUM Y MAJIbUYMKOB I10 TEM WJIM WHBIM IIPUYU-
HaM IIPOUCXOIUT aHIPOreHU3alMsl, OMHAKO HET CTUMYJIMPYIOIIETO BO3AEHCT-
Bust @CI Ha roHambl, BCICACTBUE YETO HE OTMEUACTCS pOCTa 0ObeMa SIMUEK.
Y neBoueK Mpu M30CEKCYyaJbHOM JIOKHOM TTOJIOBOM Pa3BUTUU 3CTPOreHM3a-
LM He TIPUBOAUT K HACTYIUIEHMIO MeHapxe. Bo3MOXHBI MEHCTpYaJIbHOITO-
JIOOHBIC KPOBOTEUECHUS MPU KUCTAX SIMYHUKOB WIK MpU cuHapome Mak-Krbio-
Ha—QOn6paitita—bpaiilieBa, 00yc/lIOBIeHHbIE PE3KMMU KOJEOaHUSIMU YPOBHS
3CTPOIreHOB, HO OHM HUKOTIJA HE ObIBAIOT LIUKINYCCKUMU.

OC06EeHHOCTU KJIMHUYECKOMN KapTUHbI NPU Pa3nUYvHbIX
Ho3onornyeckux cpopmax MNP

OrmmuurtenbHON deproii cunapoma Mak-Keiona—Quopaiita—bBpaiineBa
(OMIM 174800) sBnsitoTCS MMTMEHTHBIE TISITHA HEIPaBUILHON (POPMBI U
aCMMMETPUIHON JOKaIM3alny 1IBeTa Kode ¢ MOIOKOM M (rOPO3HO-KIUC-
TO3HAasl NUCTUTa3Usl KOCTHOM TKaHu. [1pu 1aHHOM CMHIpOME BO3MOXHO Ha-
JINYME APYTOoi SHIOKPUHHON (TUPEOTOKCUKO3, aKpoMeranus, cuHapoMm Ky-
IIMHTa) 1 HEOHIOKPUHHON (HApyIIeHUs CepAedHOro puTMa, rumnepdocda-
TyprdecKast TurodocdareMust) naToJorun. IIpnanHoil cuHapoMa SIBJISTFOT-
cs aKTMBUpPYIOLIME coMaThdeckre MyTauum reHa GNASI, kogupylouero
o-cyobenuHuiry G-0esika, COIpSITalolIero OeJIKOBBIE PELCITOPHl C aleHM-
JaTuukiaazoit (B yactHoctH, peuentopsl JII' u @CI'), 4yTOo NpUBOAUT K TI0-
BbIILICHUIO YpoBHSI TAM® B KileTKaxX SIMYHUKOB U IMPOAYKIIUUA SCTPOrCHOB B
OTCYTCTBUE CTUMYJISIIUM TOHAIOTPOITMHAMMU.

Tecrorokcuko3 (OMIM 176410) — o710 3a60JieBaHKE C ayTOCOMHO-I0OMMU-
HAHTHBIM TUIIOM HAacJeIOBaHUs, OOYCIOBICHHOE aKTUBHUPYIOIIMMHU MyTa-
uugamu reHa LHCGR, xonupyolero peuentop JII'. TTocTosiHHasg akTUBaLKs
pelienTopa IPUBOAUT K CTUMYJISILIMU KieToK Jleliaura u CuHTe3y TecTocTe-
pona B orcyrctBue JII'. OTnmanTenbHOM 9epToii JaHHOM ITaTOJOTUH SIBIISICT-
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csI BEICOKHI YPOBEHB TECTOCTepOHA IIPU HU3KOM YPOBHE TOHAJIOTPOIIMHOB 1
MaJIeHbKOM 00beMe siuek (He 6osiee 6—8 MJT), TOCKOJIbKY OCHOBHOM 00beM
SINYEK COCTABJISIIOT CTPYKTYPBI, POCT KOTOPHIX cTuMynupoBaH OCI.

I'mmoranammuyeckas raMmapToMa — HauOoJiee YacTo BhIsIBIIsIeMOe 00pa3oBa-
Hue HHC y nereit ¢ uctunueim TP mo 3 neT BHe 3aBUCMMOCTH OT TI0JIA.
I'mmoTanaMmueckass TaMapToMa He SIBJISIETCS OITyXOJIbIO, a IIPEICTABISIET CO-
0011 BPOXXIACHHYIO SKTOITMIO TUIIOTAIAMUYECKOM TKaHW. [ uImorajaMmudeckas
ramaptoma B 70% caydaeB Bbi3biBacT [1ITP. [Tomumo TP ramapTombr ru-
MOTAJIAMAYECKOM JIOKAIM3aLMKA MOTYT COIIPOBOXKIATHCS HEBPOJIOTMYSCKIM-
MU HapyLIeHUSMHU W TIOBEICHYCCKUMU aHOMAJMUSMMU. THITMYHBIM UIST Ta-
MapTOM CECUJIbHOTO THUIa SIBJISIIOTCSI TPUCTYIIbI HACUJIBCTBEHHOIO CMexa
(gelastic seizures). YacTto oTmMedaroTcs 3MOIMOHANBHAS JTAOMJIBHOCTD, ar-
PECCUBHOCTb, CHWKCHUE MaMSITH, BO3MOXHO CHIXEHHE MHTeJIeKTa. [Ipu
cynpa-runoTaJaMUueckKoil JoKaJlu3alluyi raMapToMbl BO3MOXHO pa3BUTHE
HecaxapHoro auaoera.

I'muombl 1 acTpouuTOMBI Kak npuuynHa uctuHHoro IIITP BcTpevaroTcs
3HAUMUTEIbHO peXe. BOoJIbIIMHCTBO TJIMOM, COMPOBOXIAIOIIMXCS KIMHUKOM
I1T1P, nokanu3yroTcd B 00JIACTA XWAa3MBl M JTHA 3 KeJyJToYKa WA PacIipo-
CTPaHSIIOTCS BAOJIb 3pUTEJIbHOIO TpakTa. [Togapisioliee YMcao rIMoM obia-
JalOT HU3KOH MpoaudepaTUuBHON aKTUBHOCTBIO M TIPEICTABISIOT COOOM
IO0OPOKaYeCTBEHHBIE MJIOMIHBIE AaCTPOLIMTOMBI, 00JIagaloIIe TeHICHIINEH
K MeIJICHHOMY POCTY. AHAmjaacTUYeCKue acTPOLIMTOMBI (3JI0KaueCTBEHHbIM
BapUaHT TJMOMBI) BCTpeYaeTcsi MpenuMyIlIecTBeHHO Yy B3pociabix. Ha MPT
IJIMOMBI IIPEICTABISIOT CO00I OMHOPOMIHYIO MacCy, CXOMHYIO I10 TUIOTHOCTHU
¢ BemiecTBOM Mo3ra. OmnTHYecKue TJIMOMBI HEOOJBIIMX Pa3MEpPOB MOTYT
MPOSIBJISITECS TOJbKO cumiTroMaMu I1IIP, rpu KpymHBIX OMyXOJIsaX Xra3Mbl
M IHaA 3 XeJIymodka BO3MOXHBI CUMIITOMBI HecaxapHOro auadera, aeduiura
CTT, cyxxeHue 1oJieil 1 CHUXXEHUE OCTPOThI 3pEHUSI U OOLIEMO3TOBbIE CUM-
NTOMBI, CBSI3aHHBIE C IIOBBIIICHUEM BHYTpUYEpenHOro aaBiaeHus. Jlocta-
TOYHO 4yacTto cumnTombl TITTP wan yckopeHHOro mybepTata pa3BUBAIOTCS
cpasy Iocjie OIepaTUBHOTO YAJICHUS WM OOJyYEeHUsl IIMOM XMa3MaJbHO-
CEJUIIPHON JIOKAIM3ALUN.

XT'Y-cekpeTupyomue omyxoyu. C BEICOKOU 4aCTOTOM B AETCKOM BO3pac-
Te BcTpeuatoTcss XI'U-cekpeTupyloline rernato0J1acTOMbl, pexe MeauacTe-
HaJIbHBIE TePaTOMBI U T€PATOOIaCTOMEBI, PETPOIIEPUTOHEAIbHBIC KapPIIMHO-
MbI, XOPUOKAPLUMHOMBI U TFepMUHOMBI roHad. Jasa KpaHuaibHbix XI'Y-
CEeKPEeTUPYIOIIUX OIyXoJel HauboJjiee TUMMYHAS JOKaJIu3allus — MuHea-
JibHas 001acTh, pexe cymnpaceluispHas mucuepHa. o 30% repMuUHATUB-
HO-KJICTOYHBIX OITyXOJIeil UMEIOT 3710KauyeCTBEHHBIN XapakTep. KpaHuanb-
Hble XI'Y-cekpeTupymoliue OIyXOoJdud XapaKTepU3yHTCs MHOroo0pa3Hoi
HEBPOJIOTMYECKON cuMIToMaTuKoi. Ilpu cympaceiisipHOIi JIoKanu3aun
B HEBPOJIOTMYECKOI CHUMIITOMATUKE IIpeo0JIafaloT CUMIITOMBI ITOBBIIIIE-
HUSI BHYTPUUYEPETTHOIO JaBJICHUS 1 3pUTEIbHbIE HapYILIeHUSI, CBSI3aHHBIE C
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MopaXkeHUEM ONTUYECKOU Xua3Mbl. BO3MOXHBI dHIOKPUHHBIE Hapylle-
HUS: C BBICOKOIW 4acTOTOM BCTpeuaeTcsl HecaXxapHblil 1uabeT, pexke — Je-
¢t CTT. Tlpu omyxonsx, JOKaTU3YIOIINXCS B MUHEATLHONM 00JIacTH,
BeAylleil sIBIsIETCSI HEeBpPOJIOTMYECKash CHUMITOMAaTHKa, OOYCJIOBJIEeHHAs
CIaBJICHUEM TEHTOPMYMA: HUCTArM, Iape3 B30pa BBEPX, aHU3O0KOpUS, a
TaKXXe BbIPAXCHHbIE CUMIITOMbBI ITOBBIIIEHUSI BHYTPUYEPEITHOTO aBJic-
HUSI.

[lnarHoctumka

Huarnoctuka ITTTP npoBoautcs nmostanHo. Ha mepBom arame Heob6Xxoaumo
KOHCTaTUPOBAaTh HAJIMYUE MPEKACBPEMEHHOIO TOJIOBOTO Pa3BUTHUSI, BbIAC-
JINTh TPYIITY HEMOJHBIX (popM (M30IMPOBAHHOE Telapxe M aapeHapxe).

Ha BTopom 3tame y mauueHTOB ¢ noarBepxkacHHbIM IIITP HeoOxomumo
YCTaHOBUTb HO30JO0TMUYECKUI BapUaHT C LIEJAbIO OINpeae/ieHUs] TAKTUKK Jie-
YEHMSI.

1 atan — noaTrBepxaexue MNP

KnrHuyeckast 1MarHOCTUKA MPEXAeBPEMEHHOTO IMOJIOBOrO Pa3BUTHUSI OCHO-
BaHa Ha OLIEHKE CTaJWU IOJIOBOTO pa3BUTHS MO mKane TaHnHepa (puc. 1).

Llikana TaHHepa
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PucyHok 11.1. Ctaguu nonosoro pa3sutus no TaHHepy. 06beM AnYeK yKasaH B MUNIMANTPAX,
pasmep AN4eK — B CAHTUMETPAX.
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OueHka obbeMa TOHAl y MaJbYMKOB: IPU HECOOTBETCTBUM pa3Mepa
SIMYEK CTEIIeHU T0JIOBOTO Pa3BUTHUSI MOXHO T'OBOPUTH O HEIOJHOHN hopMe
IIITP u noxHoM BapuaHTe 3a00JieBaHUSI.

OueHka MeHCTpyaabHOM (PYHKIUU Y IeBOYEK ITOMOraeT 3arnoA03pUTh Io-
HagoTtpornuH3aBucuMoe [P npu peryaspHoM MeHCTpyaJabHOM LIUKIIE.

st moprBepxaeHust I1TTP npoBoaurcs:

e AHTPOINOMETPUSI — MpeBbIlIeHUEe pocTa O6osiee 2 SD OTHOCUTENBHO lieJie-
BOTO pOCTa Ha JAaHHBINA Bo3pacT siBisieTcsl npusHakom I1T1P;

e IIONCYET CKOPOCTH POCTA 3a MpeAUIeCTBYIOmMe 6—12 Mec — yBeIM4eHue
cKopocTu pocta 6ojiee 2 SD 3a npeniiecTBYIOIUA Tepruoa CBUACTEIbCT-
ByeT B moJb3y [1I1P;

e OLIEHKA KOCTHOI'O BO3pacTa Ha OCHOBAaHUM peHTreHorpaduu KucTteir (jie-
BOU KWCTH IJIS TIpaBIleil) — €CIM KOCTHBIN BO3pacT OoJiee 4yeM Ha 2 roaa
orepekaeT MacrmopTHBINA, 3TO CIYXKUT noarBepxkacHuem [TTTP.
HonoaHuTteabHble METOAbI O0caeaoBaHus At noaTBepxxaeHus TTTTP cie-

AyIOLLHE.

e Y3U opraHoB MaJjioro Tasa Jisl JeBOoYeK — pa3Mep MaTku Oojee 3,4 cMm,
dopMupoBaHUE YIJIa MEXIY IIEHKOM MaTK! 1 TEJIOM CBUIETEIbCTBYIOT B
noJsb3y [II1P; nossiaenue sngomerpust (M-3x0) co 100% cnenmduaHo-
cThio ykaszbiBaeT Ha [1T1P, HO 4yBCTBUTENBLHOCTh JAHHOTO KPUTEPUST He-
BbIcOKa (42—87%); yBenndyeHre oObeMa SMIHUKOB 6oyiee 1—3 M1 cBUIE-
TeabCcTBYET B nosib3dy [ITTP. Y3U opraHoB Majioro tasa MOXET CIYXWTb
JIOMOJIHUTEIbHBIM MeTOAOM IuddepeHIIMaIbHON IUAarHOCTUKU MEXIY
uctuHHbIM [1T1P 1 uzonuposanubiM Tenapxe (BIl). Hanuuue ennHuuHbIX
¢ onnuKya0B He To3BosieT nuddepenuponath [TITP ot n3onupoBaHHO-
ro tenapxe. OOHapyXeHue KUCT SMYHUKOB MIOMOraeT B TMarHOCTUKE ro-
HagoTpornuH-He3aBUCUMbIX ¢opm TITTP (cunapom Mak-KbioHa—On6-
paiita—bpaiitieBa 1 QOJTUKYJISIPHBIX KUCT SIMYHUKOB).

e OmpeneneHre ypoBHS TOPMOHOB B KpoBu. Hambonbieir mHGOpPMaTUBHO-
CTbIO B JIMArHOCTMKE ToHamoTponuH3aBucumoro IIITP obGnamaer ypoBeHb
JIT', HO TOJIBKO TIPY MCITOJIB30BAHNN BbICOKOUYBCTBUTEIEHBIX METOJIOB 1 Ha-
JMYUKM B Jlabopatopuu gomyoepratHeix HopMmaTuBoB (BIII). TlpeBbiieHue
JoryoepTaTHbIX Mokasarteseil ypoBHs JII' ¢ BBICOKOH crieln(pUIHOCThIO CBU-
JIeTeNbCTBYET B Mob3y [ITTP, 0cobeHHO y MaJIbuMKOB, HO UyBCTBUTEIHLHOCTD
JAHHOTO KpUTepus s AeBoueK HM3Kass — 10 50% 310pOBBIX IEBOYEK CO
BTOPOI CTaauell ITOJIOBOTO Pa3BUTHSI MMEIOT AONyOepTaTHBINA ypoBeHb JII.
Onpenenenne @CI° MMeeT MEHBIIYIO TMATHOCTUYECKYIO LIEHHOCTh, HO COOT-
HomeHue JII'/DCI nomoraer auddepeHINPOBaTh OBICTPO MPOrPECCUPYIO-
e opmel ITTTP (cooTHOLIEHME BbILIE) OT MEIJIEHHO MPOrPeCCUPYIOIINX,
He TpeOyIoIMX Teparnui. BhIsiBiieHEe TOBBIIIIECHHOTO YPOBHST CTEPOMIOB (Te-
CTOCTEPOHA /IS MAJIbYMKOB, 3CTPAaMOa ISl 1EBOUEK) TTO3BOJISIET ITOATBEP-
muth quarHo3 [1I1P yxe npu BEIpaskeHHOM ITPOrpecCrUr ITOJI0BOTO Pa3BUTHS
U He saBisieTcs: nHGOPMAaTUBHBIM Ha paHHUX cragusx (BII).
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Il satan — gudchepeHumnanbHans AMarHocTukKa
Ho3onornuyeckux c¢opm MNP

CtumynsiumonHas npo6a ¢ NPT

CrumyngumonHas npob6a ¢ 'HPI' mo3Bonsier nuddepeHInpoBaTh roHamI0-
TponuH3aBucumblie @opmbl TIITP OoT roHagoTpONMH-HE3aBUCUMBIX U OT
M30JIMPOBAHHOTO TelapXe y IeBOYEK.

MeTtoauka npoBeaeHUsI MpoObl: onpenessieTcsl 0a3aabHbIi ypoBeHb JIT'
u OCTI, BBogutcsa npemapat 'HPI', Ha GoHEe cTUMYIALIMU OIpemelsieTCs
ypoBeHb JII' 1 DCT. IMpenaparel ['HPIT, ncnones3ywoinecs aisk IpooOkl, U
BpeMs 3a00pa KpOBU TIpeCTaBICHBI B TAa0J. 2.

Ta6nuua 2. Mpenapatbl THPT, npuMeHsieMble AN CTUMYNALWOHHO Npo6bl

IIpenapar Jlo3a Crnoco0 Bpems 3a6opa OnpenensieMbie
BBEJIEHUS KPOBH TOPMOHBI
JlionuGepun 2,5 MKT/KT B/B 0 muH, 30 mut, JIT u ®CI'
(MakcuMaabHO 60 MuH
100 MKT)
Bycepenun 150—300 mxr WutpanazanmpHo 04, 1 4, 4 4
Judepenun/ 50—100 mMKkr I/x 0g, 149,44
JlexamernTun

Kpurtepuu oueHKU pe3yabTaTOB IPOOLI:

e mioBhIIecHUe ypoBHS JII' mo 6osee yem 10 en/m CBUIETENBCTBYET B IIOJIb3Y
roHaaTrponuHizasucumoro I1ITP;

e OTCYTCTBHME MOBBbIIIeHUsI ypoBHS JII' cBUAETENBCTBYET B MOJIb3y IOHAMIO-
TpornuH-He3aBucumoro I1ITP;

o mipeBbiicHue ypoBHsI DCIT Han ypoBHeM JIIT cBUaeTEILCTBYET B TOJIB3Y
M30JIMPOBAHHOIO TeaapXxe.

FopmonanbHblil npodunb

YV wmanbuukoB ¢ IIITP o0si3aTenbHBIM SIBIISIETCSI OIpelesieHUe ypOBHEM
17-tunpokcunporecrepona (170HP) mna nckmouenus BAKH, B-XT'Y mis
HUCKJIIOUEHUSI TePMMHATUBHO-KJIETOYHBIX OMYyXOJel W JeruApO3MUaHIPO-
cTepoHa/ aernaposnuaHapocTepoHa cyiabdara (JII'DA/AI'DAc) mist ncKito-
YeHMsI aHIPOTECHITPOAYLIUPYIOIIMX OIyX0oJaeil HaAMOYeUYHUKOB.

VY neBouexk ¢ rerepocekcyanbHbIM BapuaHToMm [1ITP (M3omupoBanHOe af-
peHapxe) o00g3aTeJbHBIM SBISIETCS olpenesieHne ypoBHeit 170HP mn
AIDA/ATDAc — nnsa uckmouenuss BAKH, annpocrennnona, JATDAc u Te-
CTOCTEpPOHA — JIJIsI UCKJIIOUEHHSI aHAPOTeHIPOAYLIMPYIOIINUX OIYXOJIei Srud-
HUKOB WIM HAIIIOYEUHUKOB.
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Busyanusupyowue metoabl 06cneaoBanns

MPT rosoBHOTro M03ra MpOBOAUTCS MPU TOKa3aHHOM TOHAAOTPOMUH-3a-
BucumMoM xapaktepe IITIP (BII). MPT cuutaeTcs o0si3aTeIbHBIM Y BCEX
ManbuukoB ¢ T1ITP u y neBouek mutanuie 6 jet. JeBoukam c ae6r0TOM
[IITP B mpomexyTtke oT 6 g0 8 et MPT npoBoauTCs MpH HAIUYUU HE-
BPOJIOTMYECKON CUMIITOMAaTUKM W TIpU3HAKOB runonuryutapusMa (BII);
Y3W HaAamnoyeYHWKOB U/WUIM MOIIOHKU IIPU TOHAZOTPONMH-HE3aBUCH-
moM IIITP y ManbunkoB;

Y3M AMYHUKOB M/WIM HAANMOYEYHUKOB MPU TOHAIOTPOIMMH-HE3aBUCH-
moM IIIIP y neBouex;

MPT ronoBHoro mo3sra, Y3WM mneuenu, KT cpenocTteHusT MpoOBOAUTCS
MaJIbUMKaM C TIOBBILIEHHBIM YpoBHeM [-XIY ¢ 1e1pto Mmorcka repMuHa-
TUBHO-KJIETOYHBIX OITyXOJICiA.

Mpo6a c AKTI

ITpo6a ¢ AKTT (cuHaKTeHOM) MPOBOAUTCS MPU HAJIMYMU Y peOeHKa TPexK-
JIEBPEMEHHOIO aJipeHapXe M IT03BOJISIET NTMAarHOCTUPOBATh HEKJIacCUUYECKUe
dopmer BAKH (mmpoToko:n mpoBeaeHNST TPOOLI 1 MHTEPIIPEeTALNs pe3yIbTa-
TOB M3JIOXEHbI B TTpoToKojax no BJAKH).

MoneKkynsapHo-reHeTH4ecK1e MeTofbl

MonekyaapHO-TEHETUYECKNE METOIBl WCCIEIOBAHUS HWCIOIB3YIOTCS TS
noaTeepkaeHus: MoHoreHHbIX opm IIITP (tectorokcukos, BIKH).

Huddepennuansiasa nuarHoctuka [P nmpencraBnena Ha puc. 2—4.

* YBenmyeHne MOJoHHbIX Xernes
o MeHcTpyanonofo6Hble peakuum (+/—)
¢ YCKOpEHVe pocTa 1 KOCTHOro Bo3pacTa

Mpo6a c FHPI
o Hu3kuii yposeHs 1T,
fyGepratheiit yposers S BbICOKWIA YPOBEHb 3CTPaaMona
[ WcTuhHoe MNP | | V3W manoro Tasa |
| MPT ronoBb! | Kucra + Hanu4me ScTporeH-
/\ MUrMEHTHbIX NATEeH cekpeTupyoLas
Ha KOXe OMyXOJTb MHHIKE
Mawonatuseckoe MMP| | Onyxonn LIHC |

DonnukynsapHble
KUCTbI

| OcmoTp Heiipoxvpyprom |

Tepanusa aHanoramu MHPT Bnokaropbl AP?

PucyHok 2. Anroputm amarHoctuku 1 neqeHus MNP y aesoyek. 3P — 3CTPOreHOBbIE PELIENTOPbI.
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o [losiBNEHME NOMOBOrO OBONOCEHUSA
* YBenuueHve Hapy>XHbIX reHuTanui
* YCKOpeHne pocTa U KOCTHOro Bo3pacrta

/ A

Pa3amepsbl TecTukyn Pasmepbl TecTukyn
ornepexatoT BO3PACTHYIO HOPMY pony6epTaTtHble
Yposhu JT, .
®CT npe- 1 nyGepTaTHbie yypOBeHb d_)rCF HVI3KV1VI Ypoeun 170HP, T, AF2A
VpOBeHb T BbICOKUI POBEHL | BbICOKUM BbICOKMe
[ Mpo6a ¢ ananorom MHPF| | Vposens XY Bbicokuit | Y3U (MPT, KT)
HaAno4Ye4HUKoB
[ony6epTaTtHbi My6epTaTHbIN
ypoBeHb I ypoBeHb I [1BYCTOPOHHSAA YBenuyeHve
runepnnaswvs 0f]HOrO
Haano4Ye4YHNKoB Haano4Ye4YHnKa
[ Tectorokenkos | [ WMcturroe MNP

MyTauum reHa MPT ronosbl  |<«—— EJE
LHCGR
CYP21

AHnppocTepoma

Mavonartuyeckoe
nne

Onyxomm LlHC| | XIY-cekpeTupytoLune
rEepPMUHOMBI

Xupypruyeckoe
Tepanus aHanoramu Pl JlyyeBas Tepanusa Tepanus 'K neyeHue

PucyHok 3. Anroputm guarHoctuku u nedenus MNPy mans4mkos. K — ruipoKopTU30H.

I'Ip|/| TMHEKONorn4eckom ocmMoTpe
CUMNTOMbI aHaporeHnsaymm reHuTanum

Nwmetotca He umetoTca

/

KOCTHbI BO3pacT |

[ OnepexaeT nNacnopTHbIf ] [ He onepexaeT nacnopTHbIN
Vpoeuu T, 170HP, Or3Ac YpoBuu T, 17-OHP B Hopme
NoBbILLEHbI VYpoBeHb Ar3AC yMEpPEHHO NOBbILLEH
Y31 (MPT) Hagno4Ye4YHNKOB, MNpo6a ¢ AKTI
SIMMHUKOB
Onyxonb Onyxonb BOKH MpexpeBpemeHHoe
HagnoYe4HuKa ANYHMKA appeHapxe

eHeTu4eckuii Tect

PucyHok 4. Anroputm anarHoctuku MMP y fesovek ( M301MpoBaHHoe nybapxe).
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B 3aBrUCHMMOCTH OT HO30JIOTMYECKOro BapuaHTa, BbizBaBiiero ITITP, moka-
3aHO JOIOJHUTEIbHOE OOCIe0BaHNE UIsI UCKJIIOUEHUs APYTUX IPOsIBiIe-
HUI 3a00J1€BaHUSI.

ITpu 00BEMHBIX OOpPa30BAHMSIX TOJIOBHOIO MO3Ia, JIOKATU3YIOIIMXCS B XUa3-
MaJIbHO-CEJUISIPHOI 00J1aCTH, HEOOXOAUMO MCKIIOUUTh TUIIOMUTYUTAPU3M.

IIpoToKOa AOMOMHUTENBLHOIO 00CIeI0BaHMS JEBOYEK C CUHAPOMOM Mak-
Kbrona—QOn6paiita—bpaiiliena:

e Y3U mMTOBUIHON Xee3bl IJI NCKIIOUEHUS €€ Y3JI0BOr0 MOPaKeHMUS;

e ypoBHU cBOOOaHOrO Ty, TTT ms1 uCK/TIOUEHUSI TUPEOUIHOM aBTOHOMUU;

e ypoBHU CTT, nponaktura, UDP-1 B KpoBU 1Ij1 UCKITFOUEHMST aKpOMeTa-
JIMA U TUMEPIPOJAKTUHEMUU;

e OpaJIbHBII TECT Ha TOJEPATHOCTh K IJIIOKO3¢ (OpaJbHbIN ITIOKO30TOJIE-
panTHbIi TecT, OI'TT) ¢ onpenenenveM ypoBHsa CTI (mo mokazaHUsIM —
npu noBbiiieHHOM ypoBHe CTT u/umu UDP-1);

e MPT romoBHOTro Mo3ra JIjis UCKITIOUYEHUS aJeHOMBI ThItodu3a (1o ImoKa-
3aHUSIM — Npu oTcyTcTBUM nogasiaeHus CTI npu nmpobe win npu rurep-
MPOJJAKTUHEMUU ) ;

e CHMHTHUIpadUsI KOCTEil Ijid YTOUYHEHMS pacIpOCTpaHeHHOCTH (PpuOpo3-
HO-KMCTO3HOW IUCILIA3UM;

o myabtucniupanbHasg KT (mo moxkazaHusM);

o nckioueHne cuaapoma Kymmnra (ompenenenue yposueit AKTI, koptn-
3o1a, HI'DAc KpoBU, KOpPTU30Ja MOUYH).

JledyeHne

TepameBTrueckast TaKTWKa OIPENENsIeTcsT 3THOJOTUUYECKUM BapHUaHTOM
IITIP. enwto neuenus npu ITTIP siBasieTcs1, ¢ OMHON CTOPOHBI, MPEMSTCT-
BH€ MPOTPEeCcCCUPOBAHNIO0 KOCTHOTO BO3pacTa M, CaeAoBaTeIbHO, MpoduIaK-
THKa HU3KOPOCIIOCTH, C IPYTOIl CTOPOHBI, TIPETIITCTBHE TTPOTPECCUPOBAHUIO
MOJIOBOTO Pa3BUTHSI, YTO MTOMOXET MCUXOJOTMYECKO U CoOUMaIbHOM agamn-
TalUyu MalMeHTOB.

JleueHme roHapgorponuHasucumoro MNP

s neyeHus1 BceX BapuaHTOB roHanorponuHi3asrucumoro IITTP cymectByet
addexTrBHOE cpeacTBo — aHaynor [HPI mpoioHrMpoBaHHOTO AEMCTBUS,
KOTOpBIE IECCHCUOMIN3NPYIOT TUITO(PU3 K CTUMYIMPYIOIIEMY BO3IECTBUIO
coocrBeHHOTO 'HPT'. DdheKTUBHOCTH JIeUeHNST B OTHOIIIEHUN YBEIUUYCHUS
KOHEYHOI'O pOCTa JOKa3aHa Uil MaJlbdMKOB M IE€BOYEK MJjaiiie 6 JeT.
B rpynire neBouek 6—8 JieT IOCTOBEPHOTO YJIyUIIIEHUSI pOCTOBOTO ITPOTrHO3a
He noJjiydyeHo. Borpoc o HazHaYeHUM TepallMu B JaHHOM TPYIIe MalueHTOB
pelaeTcsl MHAMBUAYAJIbHO C YUETOM IICUXOJIOTUISCKOM COCTABIISIOIICH.
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B Poccuu Ha ceromHsSIIHUN AeHb AJ1s Mcrojb3oBaHus y aeteit ¢ ITITP 3a-
perucTpupoBaHbl 3 nmpernapata u3 rpynnsl aHajgoros 'HPI™ mporoHrupoBaH-
Horo neiictBust: dudepenun 3,75 mr, Jlrokpun 3,75 mr u dexanenTmi-aeno
3,75 mr. Bce npenapaTbl UMEIOT CXOAHYI0 3(h(HEeKTUBHOCTb U OE30IaCHOCTh
(CIII). Onu HazHayvarotcs B/M 1 pa3 B 28 cyT B no3e 1,875 mr nj1s neteil Be-
coM MeHee 15 kr u 3,75 Mr i nereit ¢ BecoM 6osee 15 Kr.

HenpeMmeHHBbIM ycioBueM Tepanuu aHajioramu ['HPT npojioHrupoBaHHO-
ro IEeUCTBUS SIBISIETCS HEMMPEPBIBHOCTh TepaIliu, BeAeHUe KaJleHaapsl U Co-
omonenne pexxnma nHbeKuuin (BII).

OueHka 3((GEKTUBHOCTU JICUCHUST MPOBOAUTCS HE paHbIIC YeM depe3
3 Mec OT ero Havasla, a 3ateM Kaxzable 6 Mec (BII). Onenka pe3syibraTa jieue-
HUSI TIPOBOAMUTCS TOJIBKO IO COBOKYITHOCTU KJIMHUYECKMX 1 JIaDOPAaTOPHBIX
nokazareseit (CIII).

ITpoToKoJ BeneHuUs MalMeHTOB, MOIyJalolIuX Teparnuio aHagoramu ['HPT
MIPOJIOHTUPOBAHHOIO ACHCTBUSI:

e OIICHKA ITOJIOBOTO pa3BUTUSI — | pa3 B 6 Mec;

e aHTporniomeTpuss — 1 pa3 B 6 Mec;

e peHTreHorpadus KucTeii — 1 pa3 B rof, IpH BBICOKMX TeMIIaX pocTa u
MPOrpeccuu IMOJIOBOro pa3BuTusd — 1 pa3 B 6 Mec;

e orpeaeneHue ypoBHst ropmoHoB B kposu: JII', ®CI', T unu D2 — 1 pa3 B
6 Mec (aHaAIM3BI TIPOBOISITCS 3a 1—3 OHS 10 OYepeIHON MHBEKLIUU IIpe-
napara);

e 11poba ¢ 'HPI" — yepes 6 Mec OT Havyaja Tepanvy U IPU MPOTPECCUU T1O-
JIOBOTO pa3BUTHUS (aHAJU3BI IPOBOASTCS 3a 1—3 AHS M0 OYepeaHON MHbB-
eKLMMU Mpernapara);

e Y3M opraHoB Majioro tasa y aeBoyek — 1 pa3 B 6 Mec.

K xputepusiMm 3¢hGEeKTUBHOCTA TepallMid OTHOCSITCS CeAylolre Iiapa-
METPBHI:

e CKOPOCTb POCTa — CHIKEHUE 0 BO3PACTHOU HOPMBI;

e OTCYTCTBHE IIPOTPECCUM IIOJIOBOTO PA3BUTUS WIIM PETPECC BTOPUIHBIX I10-
JIOBBIX TIPU3HAKOB;

e TIporpeccusi KOCTHOro Bo3pacTa He Oosiee ueM Ha 1 rom 3a 1 rox (oueHka
nmpoBoAuTcs 1 pa3 B rof, Mpu HEOOXOAUMOCTU — 4epe3 6 Mec);

e OazanbHbIi ypoBeHb JII' U CTepOMAHBIX TOPMOHOB (TECTOCTEPOH IS
MaJIbYUKOB, 3CTPAIUNOI IJIsI IeBOYEK) MOXKET CIYXKUTh KpuUTepueM 3¢ peK-
THUBHOCTHU TOJIBKO B TOM CJIydae, €CIMd M3HAYaJIbHO OIIPEHCISIICS IOBHI-
LIEHHBII1 YpPOBEHb 3THX TOPMOHOB;, YMEPEHHO ITOBBLIIICHHBI YpPOBEHB
DCT He gBisgeTcss NpU3HAKOM He3I(PdHEKTUBHOCTU Teparuu;

e yepe3 3—6 Mec OT Havyajia Tepary B COMHUTEIbHbBIX CyJasx IIPOBOIUTCS
npoda ¢ 'HPT', kputepueMm 3((HEKTUBHOCTU JIEUEHUS SIBIASIETCS OTCYTCT-
Bue BeiOpoca JIT' Bo BpeMst mpoOwl OoJiee 4 en/n.

B ciygae HemocTaTOYHOro MONABICHUSI CEKPELMU TOHAIOTPOIIMHOB Ha
(oHe JleueHMs MPOBOAUTCS KOppeKLus Tepanuu. Bo3aMoXXHO yBeanueHUE
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JTO3bI TIperapara B 2 pa3a Wil COKpallleHue MHTEepBaIa MEXIY WHBEKIIUSIMU
no 21 nHs.

CumTaercss IOKa3aHHBIM, YTO UIMTEIbHAs Tepamms aHajgoramu I['HPI
MPOJIOHTUPOBAHHOTO JEMCTBUS HE OKa3bIBAET HETaTUBHOTO BJIMSIHUS Ha Ha-
0op Beca U MUHEPaAJIbHYIO TJIOTHOCTh KOCTHOM TKaHu y aeteii ¢ I[TITP (BII).

Ha ceromsimHuii 1eHp HE CYIIECTBYET YETKUX KPUTEPUEB, OIPEHeIIsio-
mux cpoku otMeHbl Tepanuu (CIIT). Kaxnablit ciydait paccMaTpuBaeTcs MH-
NUBUIYaJbHO, C YYETOM CJIEAYIOIIETO:

e JOCTIDKEHME TTyOepTaTHOTO Bo3pacTa (meBouku — 10—12 meT, Manbun-
ku — 11—13 ner);
e JOCTMXXEHME KOCTHOro Bo3pacTta 12—I13 ner nmns neBouek, 14 mer mns

MAaJIbUMKOB;

e CHIXXEHHME CKOPOCTH pocTa MeHee 4yeM a0 2 SD a1 JaHHOTO KOCTHOTO

BO3pacTa;

e JOCTHXXEHHE POCTAa, COOTBETCTBYIOIIETO KOCTHOMY BO3pacTy (KOHEUHBII

MPOTHO3MPYEMBbIi POCT, OJU3KUI K 1I€JIEBOMY);

e TICHXOJIOTMYECKasi TOTOBHOCTh peOeHKa U POAUTENEH.

Xupyprudeckoe Win JydeBoe JeUeHe 00beMHBIX 00pa30BaHUI TOJIOBHO-
ro mo3ra y nereii ¢ ITITP mpoBoauTCcs TOABKO MO HEBPOJIOTUYECKUM MOKa3a-
HUSIM, OmpeneisieMbIM Helipoxupyprom. ['oHamoTponrH3aBUCUMOE TIpeKae-
BpeMEHHOE II0JIOBOE Pa3BUTHE XOPOIIO IMOLHACTCS TEpaluy aHajJoraMu
I'nPI" mponoHrupoBaHHOTO AEWCTBUS BHE 3aBUCMMOCTH OT HO30JIOTUYECKO-
ro BapyaHTa 1 He SIBJISIETCS TOKa3aHUEM K XMPYPIMYECKOMY JICUEHMIO.

JleueHme roHagoTponuH-He3asucumoro MNP

Bce BapuanTsl [1ITP, o0ycioBieHHbIe 00bEeMHBIMU 00pa30BaHUSIMM HAIIIO-
YEYHUKOB M TOHAJ, JIeYaTCsI XUPYPIUIeCK! (CM. IIPOTOKOJ BEACHMS Malll-
€HTOB C OMYXOJSIMU HAAMTOYEYHUKOB U TOHAN).

Manpunku ¢ XI'Y-cekpeTupyommuMy TepMUHATUBHO-KIETOYHBIMU OITyXO-
JIIMU TIOJIy4YaloT JIeUeHHE Y OHKOJIOTOB IO COOTBETCTBYIOIIIMM ITPOTOKOJIAM.

[Tpu BpoxaeHHON AUCHYHKIIMKA KOPbl HAAMOYEUHUKOB MPUMEHSIOT TII0-
KOKOPTUKOUIBI (CM. MpoToKoJ BeaeHus mnamueHToB ¢ BIIKH). Heooxonu-
MO IIOMHHTh O BO3MOXHOM TpaHCchOpMallii TOHATOTPOINH-HE3aBUCHUMOIO
IITTP B roHagOTPONMH3aBUCUMOE TTPU KOCTHOM BO3pacTe, OJIM3KOM K Ty-
OoepTaTHOMYy. JIJIsl 1MarHOCTUMKU NaHHOTO COCTOSIHMSI HCIIOJIb3YEeTCSI CTaH-
naptHasg npoba ¢ 'HPI' (cm. Beie). I1pu nokazaHHOM TOHAAOTPONMH3ABU-
cumoM xapaktepe IIITP BosaMoxxHO npuMeHeHue aHaioroB I'HPI' mposoH-
TMPOBAHHOTO JAEHCTBUS C pa3pellieHUsI JOKAIbHOTO 3TUUYeCKOTr0 KOMUTETa 1
npy HATUYUMKU MHGPOpMUpoBaHHOTO cornacust poautenei (CIII).

He cyiiecTByeT eauMHBIX OOIIEIIPUHSTHIX CXeM Tepaluu TOHaZ0TpO-
nuH-He3aBUCUMBIX popM TTITP (cuaopom Mak-Ksiona—Onb6patita— bpaii-
1IeBa U TECTOTOKCUKO3). Ha cerogHsIHuil JeHb HET MpenapaToB, Y KOTO-
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pBhIX Cpeay ToKa3aHWil ObLIO OBl TMpeXIeBpeMEHHOE ITOJIOBOE pa3BUTHE.
[TpoBonsiTCs HaydHbIe Y KIMHUYECKUE UCCIEI0BAHMS 110 JICUSHUIO Malbuu-
KOB C TECTOTOKCMKO30M U AeBoueK ¢ cuHapomMoM Maxk-Krsiona—Omopaii-
ta—bpaiiueBa nHrubuTopaMu apomatasbl 2 U 3 IMOKOJEeHUI (aHAacCTPO30J,
JIETPO30JI, dKCeMeCTaH) B COYETAaHMU C aHTHMAHIpOreHaMu (LIMIIPOTEPOH,
OMKayTaMua) Yy MaJbuMKOB M aHTUICTPOTeHAMU (TaMOKCU(PEH, TOPEMU-
(beH, dynBectpaHT) y neBouek. JlaHHOe JiedeHUEe TTPOBOAUTCS TOJBKO C pa3-
pellIeHNsT 3TUYeCKOro KOMUTETa MpU HaIUYMU MHOOPMUPOBAHHOTO COTJa-
CHSI POAMTENIECH U TOJIBKO B CIIELIMATIM3MPOBAHHBIX HAyYHBIX LIEHTPaX.
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CnMCoK coKpaLLeHu

AJl — apTepMajbHOE JaBJIeHUE

AKTI' — aapeHOKOPTUKOTPOITHBINA TOPMOH
AnAT — amaHuHaMUHOTpaHcdepasa

APII — AKTMBHOCTh PEHMHA TIa3MBbl

AcAT  — acnapratamMmuHOTpaHcdepasa

KKT  — Xenymo4yHO-KUILEYHBIA TPaKT

KPI' — KOPTUKOTPONUH-PUTUZUHT-TOPMOH
MPT  — mMarHUTHO-pe30HaHCHas1 ToMorpadus
HH — HaAIMOYeYHMKOBas HEAOCTaTOYHOCTD
TTT — TUPEOTPOITHbIA TOPMOH

XITHH — xpoHuueckas nepBUYHas HaAIIOYEUHUKOBAs HEAOCTAaTOYHOCTD
IHHC  — ueHTpanbHas HepBHasl CUCTeMa

YCC  — yacToTa cepIeyHBIX COKpalleHWit
OATA — sTuneHaUTETpayKCycHast KUCI0Ta

T, — TUPOKCUH
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BeneHue geTei M NoapOCTKOB C NePBUYHOM XPOHNYECKON Haano4YeYHNKOBOW
HEeOOCTaTO4YHOCTbIO

MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTobl, MCMOIb30BAHHDIE [IJIsA OIIEHKH KA4eCTBA M CHJIbI I0KA3aTeJIbCTB:
e KOHCEHCYC 3KCIIEPTOB;
e OIIEHKA 3HAYMMOCTH B COOTBETCTBMU C PEUTHMHTOBOI cxeMoii (Tadi. 1).

Tabnuua 1. PeiiTuHroBas cxema fns OLEHKM CUMbl PeKOMeHaLum

Yposenn Onucanue

Cuna PEKOMEHOAInn

CunbHBIE APTYMCHTHI 3a IMIPUMCHCHUE 93TOro METOda
Yo6enutenbHbIe ApryMeHThI 3a IMIPUMCHEHUEC 3TOI0 METOdA
Crnabbie ApTYMEHThBI 3a MPUMECHECHUE STOro METOAa

Cnabble apryMeHTbl MPOTUB NMPUMEHEHUST 3TOr0 MeToaa

m g O w >

CuibHbIE aPTYMEHTBI MPOTHUB MPUMEHEHUST 3TOr0 METOoAa
YpoBeHb 10Ka3aTeJIbHOCTH

I [TonTBepxaeHo OoJiee YeM OIHUM PaHIOMU3UPOBAHHBIM
KOHTPOJIMPYEMBIM HCCIIETOBAHUEM

11 [MoaTBepkneHo Gojee YeM OTHUM HEpPaHIOMU3UPOBAHHBIM
KIMHUYECKUM UCCIeI0BAaHUEM JTU00 HECKOJBKUMU aHAIUTH-
YECKHMMU HCCIeIOBaHUSIMU 00jiee YeM M3 OJHOrO LIeHTpa

111 [TonTBep:kaeHO MHEHMEM DKCIEPTOB, KIMHUYECKUM OITBITOM,
OIMCaTeIbHBIMU UCCIIEIOBAHUSIMU, SKCIIEPTHBIMU
KOMUCCUSIMU

Mertoapl, HCHOJIb30BAHHBIE I AHAJIN3A JI0KA3aTEJIbCTB:
e 0030pHI MyOJIMKYEMbIX METaaHAIU30B;
e cUCTeMaTHUYeCKHe 0030phI C TAOMMIIaMU JOKA3aTeJIbCTB.

Omucanne MeTOI0B, MCNOJIb30BAHHBIX JJII AHAJM3A JI0Ka3aTelbCTB

I[Ipn orbope myOnMKaLuWii, KakK IOTEHUMAJIbHBIX MCTOYHMKOB JIOKa3a-
TEJIbCTB, UCITOJb30BaHHAS B KaXXIOM MCCJIEIOBAHUM METOJOJIOTUS M3ydaeT-
cs JUIST TOTO, YTOOBI YOSTUThCS B €€ BaTUIHOCTA. Pe3ynbTar n3ydeHus BIIHSI-
€T Ha YpPOBEHb J0Ka3aTeJIbCTB, IPUCBANBAEMbI MyOJIMKALIMKA, YTO B CBOIO
oyepelb BIMSIET HA CUJIY BHITEKAIOLIMX M3 HE€ PEKOMEHIALIMIA.
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Ha mpouecce olleHKM, HECOMHEHHO, MOXKET CKa3bIBAThCS U CYOBEKTHUB-
HbIA (akTop. st MUHUMU3AIUKM TTOTeHIMATBHBIX OILIMOOK KaxKA0e UCCIIe-
JIIOBaHUE OLICHMBAJIOCh HE3aBHUCUMO, T. €. II0 MEHBIIIel Mepe IBYMs WieHa-
MU paboueil rpynnbl. Kakue-11u00 pasanuust B OLIEHKaxX OOCYXXIANUCh yxKe
BCEH IPYNMOI B MOJHOM COCTaBE.

Tabauupl 10Ka3aTe/bCTB

Tabnuibl 1oKa3aTeabCTB 3aMOJHSUIMCH WieHAMU padoyeid Tpymiibl.

MeTo/bl, MCOIb30BAHHDIE /151 (DOPMYJIMPOBAHUSA PEKOMEHIAIMIA:

e KOHCEHCYC 3KCIIEPTOB.

Numukatopsl Haanexameii npakTuku (Good Practice Points — GPPs)

Pexomennyemasi Hamjexallasi mpakTuka 0asupyeTcsl Ha KIMHUYECKOM
OITBITE WIEHOB paboyYeil IPyIIIbl MO pa3pabOTKe PeKOMEHIALIMIA.

DKOHOMHUYECKHIA aHAIN3

AHa/u3 CTOMMOCTHU He IPOBOJAMJICS, W IyOJMKALMU MO (papMaKOIKOHO-
MUKe He aHaJIM3HPOBaJICh.

MeToa BAMAM3ANMHA PEKOMEHIAIMIA:

e BHEIIHSIS SKCIIEPTHAsT OLIEHKA;
e BHYTPEHHSIST 9KCIIEpTHAsST OLICHKA.

Onucanne MeToAAa BAJMIU3AIMH PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA peLieH3U-
POBaHbBI HE3aBUCUMBIMU 3KCIIEPTaAMU, KOTOPBIX ITOIPOCUIN ITPOKOMMEHTH -
poOBaTh MpeXe BCEro T, HACKOJIbKO MHTEPIPETAIMsl T0KA3aTeIbCTB, JiexkKa-
IIMX B OCHOBE PEKOMEHIALUMI, TOCTYITHA AJIsl TIOHUMAaHUS.

[TomydeHBI KOMMEHTApHUM CO CTOPOHBI Bpadell IIEpBUYHOIO 3BeHA U yda-
CTKOBBIX IEIMAaTPOB B OTHOIICHUN JOXOAUYMBOCTH M3JIOKEHUS PEKOMEHIa-
LIMIA 1 OILIEHKU BaXXHOCTM PEKOMEHIAlMi KaK pabdouyero MHCTPYMEHTa IO-
BCCIHEBHOM MpPaKTUKH.

[MpenBapurenbHas Bepcus OyAeT TakKe HallpaBjieHa pEeLieH3eHTY, He UMe-
IOIIEMY MEIUIIMHCKOIO 00pa30BaHMSsI, UISI MOJYYeHUSI KOMMEHTapueB C
TOYKU 3PEHMS MAllIEHTOB.

KoHcyabTauum 1 3KcrnepTHas oueHKa

[NTocnennue n3MeHEHMST B HACTOSIIIIMX PEKOMEHIAIINUSIX ObLIM B IIpeaBapy-
TeJIbHOI BEPCUM IIPeACTaBICHBI WIS JUcKyccun Ha KoHrpecce sHIOKPUHO-
JoroB 20—22 mag 2013 r. (MockBa), Ha KOH(EepeHUINN IETCKUX IHIOKPU-
HosioroB 22—23 wmioHsa 2013 r. (Apxanrenbck). [IpeaBapurenbHast Bepcus
BbICTaBJIEHA IS LIMPOKOIro o0cyxxaeHus1 Ha caiite DHII, a1 Toro 4TtoObl
JINlAa, HE YJYacCTBYIOLIME B KOHIpecce U KOH(EpPEeHLMSIX, UMEId BO3MOX-
HOCTb IIPUHATH y4acThe B OOCYXIEHUM M COBEPIICHCTBOBAHMU PEKOMEH-
AU,

Pa6ouas rpynma

71 oKOHYATeIbHOM pedaKLMy M KOHTPOJII KauyecTBa PeKOMEHIAUN Oy-
IYT MIOBTOPHO MPOaHAIM3UPOBaHbBl WieHAMU pabodeil TpymIlbl ¢ LEeNbIO YI0-
CTOBEPUTHCS, UYTO BCE 3aMeUYaHUsI 1 KOMMEHTapUU SKCIEPTOB IMPUHSTHI BO
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HEeOOCTaTO4YHOCTbIO

BHMMAaHNE, PUCK CUCTEeMAaTMUYCCKUX OIIMOOK IIpHM pa3paboTKe peKOMEHa-
LM CBeeH K MUHUMYMY.

Cwnma pekomeHmaunii (A—E, I—I1I) mpuBoguTcs nmpu M310XKeHUW TeKCTa
pEKOMEHIALNA.

OnpenenexHre 1 3TNonorug

Onpenenexnme

Hannoueunukosast HegoctatouHocTh (HH) — cuHapom, oOycioBiIeHHbIH
neGUIIMTOM CUHTE3a M CEKpellMU KOPTU30Jia B KOpe HaANOYeUHUKOB.

B 3aBucuMOCTH OT YpOBHSI IOpaxkeHUsI B CUCTEME T'MIIOTajlaMyC—TIHIIO-
(nz—uannoyeunukr HH ObIBaeT mepBUYHOI (00YCTOBIEHHOU MAaTOIOTHEN
CaMUX HaAIIOYEYHMKOB) U LIEHTPAIbHOI — BTOPUYHOI (CBSI3aHHOI CO CHU-
JKEHHOM CceKpelueil aapeHOKOPTUKOTPOITHOro roMoHa runodmsza [AKTI])
WIY TPETUYHON (CBSI3aHHON ¢ HapylIeHUEM CEeKPELIMM KOPTUKOTPOTIUH-PU -
mm3uHr-ropmona [KPI'] B runoranamyce).

JaHHBIE PEeKOMEHIAUM ITOCBSIICHBI XPOHUUECKON ITepPBAYHOI HAAIIO-
YeyHUKOBOM HemoctaTouHocTtu (XITHH).

B OGonbmmHcTBe ciyyaeB (HO He Bcerma) AeULMT TIIIOKOKOPTUKOUIOB
(KopTHr3oia) codyeraercs ¢ Ae(UIMTOM MUHEPATIOKOPTUKONIOB (aJIbA0OCTEPO-
Ha). [Ipy OTCYTCTBMM 3aMeCTUTETbHON Tepaluy HaaITOYeYHUKOBasl HeI0CTa-
TOYHOCTD SIBJISIETCSI CMEPTEJIbHO OINacHBIM 3a0ojieBaHMeM. IlaimeHT, cTpana-
ot XITHH, HyXnmaeTcs B MOCTOSHHON 3aMECTUTEIbHOMN Tepanuu TIOKO-
KOpTUKOUAaMU (M, B OOJBIIMHCTBE CJIydaeB, MUHEPaIOKOPTUKOUIAMM).

dTuonorusa

XpoHMYECKasl TIepBUYHAs HAANOYEYHUKOBAsI HEIOCTaTOYHOCTh — 3TUOJIO-
TMYECKU TeTeporeHHoe 3aboneBaHue (Tad. 2). [lopaxkeHne HaaIIOUYEYHINKOB
MOXET Pa3BUThCS B pe3yJibTaTe BO3IEUCTBUS BHEIIHUX (PaKTOPOB — KPOBO-
usnusgHue (Jaue y aereit 1o 1 roma), mH@EKIMOHHBIE 3a00JieBaHus (TyOep-
KyJie3), OIyXOoJIeBble MopaxkeHusT (TuM@oMa, MeTacTas3bl), afpeHAI3KTOMMUS
(TIpy OIyXOJISIX HANMOYEYHUKOB, 0one3Hu KyiuHra). ¥ geteit mpruunHOMN
XITHH uyare gBisieTcsi O4HO U3 HACAEACTBEHHbBIX 3a00JIEBaHUI, COITPOBOX-
JNAIOIIMXCSI HApYLICHUSIMU 3MOpHOreHe3a, AeCTPYKLMEH HaIlo4YeuYHUKOB
WM neheKTaMy CTepOorI0reHe3a.

Tabnuua 2. 3tnonorusa XMHH

Hos3oJ0rus Ten

HacnencrBeHHbie BapuaHTbI

BpoknenHast nuchyHKIUS KOPbI HAIMTOYEUHUKOB STAR, CYPI11IAl, HSD3B2,
(7 BapuaHTOB) CYP17,CYP21, CYP11B1, POR
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Tabnuua 2 (okon4aunue). 3tnonorus XMHH

Hos3oao0rus

I'en

AyTOI/IMMyHHaS{ M30JIMpOBAaHHAs HaAIIOYECYHUKOBasA
HEAO0CTaTOYHOCTh

AYTOMMMYHHBIU TTOJTUTIAHIYISIPHBIA CUHIPOM
1-ro tnmna

AYTOMMMYHHBIN TOJUTIAHAYISIPHBIA CHHIPOM
2-ro Tuna

X-cuernieHHasi aApeHoJIeKoaucTpodust

CeMeiHbIi M30JIMPOBAHHBIN TJIIOKOKOPTUKOUIHBII
neumT

BpO)KI[CHHaS[ X-cleruieHHasT TUTOTUIa3ust
HaAINMOYCYHUKOB

Cunapom OnrpoyBa (CUHAPOM Tpex A)
Cunapom Cmurta—Jlemmn—Onuua
IMAGe-cunapom

Cunapom Kepnca—Celipa

ITpuobpeTeHHbIE BapUaHTbI

JIBYCTOPOHHSISI aIpEHATIIKTOMMSI
KpoBounsusHre B HaATOYSTHUKN

MeTacrarniyeckoe WK MHOE OIMyXoJieBoe Topa-
JKEHME HaOIloYeyHUKoB (immdoma u ap.)

NHbexumoHHOe mopaxeHne HaAmoYeuHNKOB
(cenTuKoONUEMHUs, TYOEPKYJIe3)

IMonurenHoe HaciemoBaHue (Ipeapac-
rnoJjiararomue auaenau cucrembl HLA —
HLA-DQ, HLA-DR)

AIRE

[MonmurenHoe HaciemoBaHUE

ALD

MC2R, MRAP, MCM4, NNT, STAR,
ALADIN

I'en DAX, neneuust X-XpoMOCOMBI

ALADIN
DHCR7
? (Ha CeroaHsIIHUKI JeHb HEU3BECTECH)

Jedextsl MutoxoHapuanbHoi JTHK

He vMeIOT reHeTUYeCKOM TIPUPOJIBI

[narHocTtuka

1 saTan: nepeuvYHasa AMmarHOCTUKa
HaANoO4Ye4YHUKOBOM HEJOCTATOYHOCTHU

Ha nanHOM aTame He0oOXOAUMO OTBETUTh Ha BOIPOC «ECTh Wian HeT aedu-
LIUT TOPMOHOB KOPbI HAAIIOYEUHUKA?».

IlepBuuHOMYy oOciemoBaHuio ¢ Heablo auarHoctuku XITHH mopnexar
MalMeHThI, Y KOTOPbIX UMEIOTCS CIEAYIOIIMe >KaTOObI:
e CYIOPOXHBINA CUHIPOM;
TUNEPIUTMEHTALMUST KOXMU;
MPUCTYIbl TUMTOMIMKEMUH (MTOTEpsl CO3HAHUS, APOXKb, IMTOTOOTAEIECHHUE);
MOCTOSIHHAS Ca0O0CTh;
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e TIOBBIIICHHAS] YTOMJISIEMOCTE;

e CHIDKEHUE amlIleTUTa, IoTepsl Beca;

e IIOBTOpPHAsl pBOTA, TOIIHOTA, Auapes Ha (oHe 3a0oJjieBaHMI, BHICOKOI
TeMIlepaTyphl, CTpecca;

e Tdra K COJIEHOUW Mulle.

[Ipu ocMOTpe AMArHOCTUYECKOE 3HAYCHUE MMEIOT CIICAYIONINE CUMIITOMBI:

e TUIIEPIUTMEHTALIMSI KOXHBIX ITOKPOBOB M CJIM3UCTBIX (JIOKAJbHasT WU
nubdysHasn),

e OJIETHOCTDb MJIM CEPOBATBIil OTTEHOK KOXIMH;

e Huskoe AJl;

e eUILIMT MacChl Teja WJIM pe3Kas IoTepsl Beca.

Hu onHO M3 KIMHMYECKHX MPOSBJICHHIA He SBJISAETCS CTPOro cnenuguiecKum
kputepuem XITHH u TpeGyer nadopaTopnoro moarsep:xkaenus [BII].
Ha XITTHH yxka3bIiBaioT ciaeaymoline faHHbIe aHaMHe3a:

e Ha/MYME y TallMeHTa 3a00jieBaHMSI, OOHMM M3 KOMIIOHEHTOB KOTOPOTO
MOKET OBITh HAAIIOYECYHUKOBAsI HEJOCTATOYHOCTE;

e HaIMuMe OJU3KMX POACTBEHHUKOB, CTpaJalolliMX HaCAeACTBEHHbIMU
¢dopMaMU XpOHMYECKON HAAIIOYEUHUKOBOI HEIOCTATOYHOCTH.
ITauueHToB 0e3 Kakux-Iubo KInHUYeckux npospiaeHuit HH, Ho cTtpana-

oKX 3a00JieBaHeM, KOMITIOHEHTOM KOToporo mMoxeT OblTh HH, a takke

MMEIOIINX POICTBEHHUKOB ¢ HacieacTBeHHOI ¢hopmoit HH, cienyer oTHO-

CUTb K TpYIIIe BbICOKOTO pucka o pazsutuio HH. B TakoMm ciyyae Heobxo-

IUMO TEHETMYeCKOe KOHCYJIbTUPOBaHUE, CIlelnpUuIecKoe oOcaeaoBaHue,

BKJIIOYAIOIINE TE€HETUMYECKYI0 NMArHOCTUKY W/WIM TIPOBEACHUE YTOUYHSIO-

1€l AMarHOCTUKU Ha Hajauuue cKpbiToid cyoknmHuyeckoii HH (cm. I1 atan

JUATrHOCTUKM).

Ha nepBomM sTane odciaeaoBaHuss HEOOXOAUMO MPOAaHAJIM3UPOBATh CJIeay-
folMe gadbopatopHbie mokasarenu [BII]:

e YpPOBEHb KOPTU30JIa B ChIBOPOTKE (M3mepsieTcs B 8.00 yTpa);

o ypoBeHb AKTI B mmasme (m3mepsiercsa B 8.00 yrpa);

e YPOBEHb IIIOKO3bl B CHIBOPOTKE;

e YPOBEHb Kajus B ChIBOPOTKE;

e YPOBEHb HATPUsS B CHIBOPOTKE;

e YPOBEHb peHUHA B IIa3Me (aKTUBHOCTb peHMHa mia3mbl, APIT).

NB! 3a60p KpoBU JJ1sI TOPMOHAJILHBIX UCCIIEIOBAHUI MTPOU3BOAAT B 8 —

9 yacoB yTpa HaTomakK. B ycimoBusx cralimoHapa 3a00p KpOBU TSI U3MeEpe-

Hus APIT mpoBoAsIT B MOJIOXKEHUU JiexKa; MOCae HOYHOTO CHA MalMeHT 10

MOMeHTa 3a00pa KpOBU HE JOKEH MPUHUMATh BEPTUKAIbHOE IOJIOXKEHHUE

MO0 MOJDKEH JIeXKaTh B TeUeHUE 2 4 Iepel IIPOoleaypoil 3ab0opa KpOBH.

ITpy HEBO3MOXHOCTH 3a00pa KPOBU B MTOJOKEHUU Jiexxa 1 oteHKu APTI

NOPUMCHAIOTCS APYTMEC HOPMAaTHBBIL.

HenocTtaTouHOCTh TIIIOKOKOPTUKOUIOB (KOPTU30J1a) MPOSIBIISIETCS Clia-
00CTbI0, OBICTPOI YTOMJISIEMOCTbBIO, CHUXKEHUEM arllleTuTa U MoTepeil Be-
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ca, oOMopoKaMu, cyjpoporamu ¢ notrepeil cosHaHus. CymopOKXHbBIM CUHII-
poM 00YCJIOBJIEH HU3KMM YPOBHEM TJIIOKO3bI B KPOBU (TUIMOTJIUKEMUEH),
yalme pa3BMBAETCS IIOCJIE IJIMTEIbHOIO HOYHOIO IIepephbiBa B IIpHEMax
MU,

HenoctatouHOCTh MUHEPAIOKOPTUKOUAOB (AJIbAOCTEPOHA) MPOSIBIISIETCS
TOILIHOTOM, MOBBILLIEHHOI MTOTPEOHOCTHIO B COJIM, YACTOI U HEe MPUHOCSIIEH
o0sieryeHus1 pBOTOM, MPUBOASILIEH K 00€3BOXKMBAHUIO, YTO MPUHSITO Ha3bl-
BaTb «COJIBTEPSIIOIIMMU Kpu3aMu». CUMIITOMBI OOBIYHO PEe3KO YCUJIMBAIOTCS
Ha ¢oHe Ipyrux 3a00jeBaHMI, BBICOKOM TeMIIepaTyphl, CTPECCOBBIX CUTYya-
L.

IToutn Bce cuMnTOMBI AeduUIMTa KOPTU30Ja U ajJbAOCTePOHa SIBJISIIOTCS
Hecrmeun(UIHBIMU, TO €CTh MOTYT OBITh IIPU3HAKOM 3a00JIeBaHMIT IPYTUX
opranHoB u cuctem (XKKT, IHC u ap.).

Haubonee crenuduueckuMu OpOSIBICHUSIMU TIEPBUYHONM HaANOYEeUHU-
KOBOI1 HEIOCTAaTOYHOCTH SIBJISTIOTCSI TUIIEPIIUTMEHTALINS KOXM W/VIN CJIH-
3UCTBIX U MOBBILLIEHHAsI MOTPEOHOCTD B coiv. HacTo OKpyxKalolliue BIepBbie
3aMEUaroT TMIIEPIUTMEHTALIMI0 Ha OTKPBITHIX ydyacTKax Tejda (JIMI0, KUCTU
PYK). MakcuMabHbIe TIPOSIBICHUS TUIIEPIIUTMEHTALIMA OTMEYaroTCsI Ha KO-
K€ Hapy>KHBIX MOJOBBIX OPraHOB, MOJAMbBIIIEYHBIX 00J1acTell, KOJEHEMH, JTOK-
TEeii; TUIEePIUTMEHTUPYIOTCSI TaKXKe COCKH, ITYyIOK, MepruaHaabHasl 00J1acTh
¥ pyOIIbl HA MECTe MOBPEXACHUI KOXM. YYaCTKU TUIIEPIIUTMEHTALIUA MO-
TYT pa3BUBATLCS Ha CJAM3UCTOM TOJOCTU pTa.

[Tpu eHTpaabHBIX (hOpMaxX TUIIOKOPTULIM3MA TUIIePIUTMEHTAlMY He Obl-
BaeT, T. K. ypoBeHb AKTT npu sToM Bcerna HU3KUM. 11 BTOpMYHONR U Tpe-
TUYHOU HAaAMOYEYHUKOBOI HEIOCTATOYHOCTU HE XapaKTepeH Ae(ULIUT MU-
HEPaJIOKOPTUKOUAOB (aJbAOCTEPOHA), CIeI0BaTeIbHO, CUMIITOMOB IIOTEPU
COJIM y TaKUX MalUeHTOB He OyneT. OcTaibHble CUMITOMBI SIBJSIIOTCS 00-
LIUMU JUTS TIEPBUYHON, BTOPUYHOM M TPETUYHOMN HAAIIOYEYHUKOBOW HENO-
cratouHoctu [BIII].

AvnarxHocTuka gethuunta rnlOKOKOPTUKOUAOB

[lepBbIM NMArHOCTUYECKUM IIIAarOM SIBJISIETCS OIIpeAeseHre 0a3aIbHOro
ypoBHs Koptuzona (tadna. 3) u AKTT B ceiBopoTke. KpoBb 11 nccienona-
HUs HeoOXxonuMo 3abupathb paHo yTpoM (B 8.00—9.00 yacoB), UTO COOTBET-
CTBYET (PM3MOJIOTUUECKOMY TTNKY CEKPEelNU TIIOKOKOpTUKonaoB [BII].

Tabnuua 3. OueHka 6a3anbHOro ypoBHA cekpeLmn koptusona [BII]

YpoBeHb KOPTH30J1a, HMOJIb/JI BepositHocTbh auarHo3a HH
< 150 Bepositen
150—500 CoMHuUTENIeH

> 500 HUckiouaeTcst
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[Tpu pe3ynbTaTax McCIeqOBaHKS, YKa3bIBAIOIIMX Ha BEPOSTHBIN 1 COMHU-
TeJbHbI auarHo3 HH, HeoOxonuMo mpoBeaeHue OTUArHOCTUYECKUX MPOO
(cM. HIKE).

OmHOBpPEMEHHO C HU3KMM YPOBHEM KOPTH30Ja IIpU NIEPBUYHON HAAIIOUYe-
HUKOBOI HEIOCTAaTOYHOCTH orpeaesieTcs: Bbicokuii yposeHb AKTI B riazme.
DTO MccaemoBaHle TPeOYeT OT Bpada COOTIONCHMS IPaBUII 3a00pa KPOBU: Bpe-
Ms1 3a00pa — paHO YTPOM, KPOBb COOMPAETCSl B XOJIOAHYIO ITpooUpKy ¢ DJITA,
MpoOMpKa J0/KHA ObITh JOCTaB/IeHa B Ja0OpaTOPUIO [UISl UCCIEI0BaHUS B Te-
YyeHHe HECKOJbKMX 4acoB. IIpu 3HauuTeNbHO MOBbIIIEHHOM ypoBHe AKTT
(6onee 150 nr/mir) u ypoBHE KopTH30aa MeHee 500 HMOJIb/J1 TMarHo3 MepBud-
Hoiit HH MoxHO cuutath ycraHoBiaeHHBIM. [Ipu ypoBHe AKTI wmeHee
150 r/mu1 u ypoBHE KopTusoja MeHee 500 HMOIb/J1 TpeOyeTCsl TOIMOIHUTEb-
Hasi CTUMYJISUMOHHAY Mpoba ¢ cuHakTeHoM [BII].

Baumanue! Eciau manmMeHT IojydaeT TJIIOKOKOPTUKOWbI, PE3yJbTaThl
omnpenesieHns 6azanbHoro ypoBHS KopTuidona u AKTI nemoctoBepHsbl! B Ta-
KOM cJiydyae IepexonsT Ko Il aTamy AMarHoCTMKU ¢ TTIOMOIIBIO CTUMYJISIIH-
OHHBIX TPO0.

HccnenoBaHue ypoBHSI CBOOOTHOTO KOPTU30J1a B CJIIOHE U CYTOUYHOI MOYe
TaKKe MOXKET IMPUMEHSIThCS 11 AuarHocTuki HH 1 B oTHenbHBIX cirydasix
o0JylajaeT psSIOM TEXHUUYECKMX IMPEeUMYIIECTB (HampuMmep, HEMBAa3MBHOCTD
npu 3abope maTtepuaia). OmnpenaeaeHue METaOOJINTOB CTEPOUIOreHe3a B Cy-
ToyHOU Moue (17-OKCMKOPTUKOCTEPOUAOB) HEWH(MPOPMATUBHO U HE
pexomenayercs aia nuarHoctuku HH [EIT].

AvnarxnocTuka gethuunta MMHEPaNoKOPTUKOUAOB

JlaGopaTopHbIM MOATBEPXKIAESHUEM Ne(ULIMTa MUHEPAJIOKOPTUKOUIOB SIBJISI-
IOTCSI BJICKTPOJUTHBIE HAPYIIEHWSI — TUIIOHATPUEMUsI, TUIIepKaJIUeMUs, a
Tak:Ke JaHHBIE TOPMOHAJIBHBIX MCCaeqoBaHNi — mnoBbieHe APII.

Il aTan: noaTBepXXAaaouWaa AMarHocTuka,
CTUMYNALMOHHbIE TEeCTbl

JaHHbBIN 3Tan HEOOXOAWM, €CIM Ha MepBOM 3Talle He yaaJoCh OJHO3HAYHO
noarBepauTh Hanuuue HH metomamu nabopaTopHOil AUAaTHOCTUKU, a TAKKE
B TeX CJIydasix, KOrjaa Ha IepBOM 3Tare He YIaeTcsl OAHO3HAYHO OTBETUTh Ha
BOIPOC, UMEETCS JIN Oe(ULIUT MUHEPATOKOPTUKOUIOB.

CtumynsumoHHbii TecT ¢ AKTI

«30JI0TBIM CTaHAAPTOM» B JMATHOCTHKE MEPBUYHON HAAIIOYECYHUKOBOM HE-
JOCTAaTOYHOCTHU SBIIsIeTCS CTUMYISAIMOHHBIN TecT ¢ AKTI. MexmyHapon-
HbIM ctaHaapToMm ssisieTcss npoda ¢ AKTI koporkoro aeiicteus [BII].
Anroput™m npoBeneHus npoobl ¢ AKTI kKopoTkoro aeicTBUS clieaylo-
KA OepeTcs KPOBb IS OMpene/ieHrs] YPOBHSI KOPTU30Jia, IOCIe Yero B/B
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BBOoaUTCA 250 MKT TeTpako3dakTuaa (cuHTetnyeckuit aHajor AKTI) B 5 mn
(usuosgornyeckoro pactsopa (MpoaOKUTEILHOCTh MH(MY3UU COCTaBISIET
2 muH). 3ateM uepe3 30 u 60 MUH GepyT KPOBb AJIsI [IOBTOPHOIO OMpeeIie-
HUS YPOBHSI KOPTU30J1a.

B Hopme ypoBeHb KOpTH30Ja TOCAE CTUMYJSILMUA IPEBBIIIAET
500 amonb/n. Ilpu nepBuunoit HH peakinsa Ha CTUMYJISILIMIO OTCYTCTBYET
WIM CHUXKEHA, YPOBEHb KopTu3oiia He mocturaer 500 umoinb/a [BI].

IIpu orcyrcrBum mnpemnapatoB AKTIT kopoTkoro nedcTBUsI BO3MOXKHO
npoBeaecHKWE aHaIorMYHoi mpookl ¢ npenapatom AKTI nponoHrupoBaHHO-
ro neiictBusa (CunakteH-nemno). Ilocne B/M BBeaeHus | M mpemnapara
(1 MT) KpOBB IS OTIpeae/ieHUsT YPOBHS KOpTU3oJa oepercs yepe3 10—12 u
yepe3 24 4. Pe3ynprarsl oLleHUBAIOTCS TaK XKe, Kak v 1pu mpode ¢ AKTT ko-
POTKOTO JIEUCTBUS.

Bri6poc koptu3zosa B orBeT Ha BBeneHue AKTI Gosee 500 HMob/ TT0-
3BOJISIET OMHO3HAYHO MCKIIIOUYMTH nepBuuHyio HH, omHako He mckiodaer
BeposATHOCTU BTopuuyHoi HH. s nMarHOCTUKM LEHTPaJbHOIO TMIIOKOP-
TULIM3MA UCITOJIB3YIOTCS TeCT C MHCYJIMHOM, T€CT C METUPAIIOHOM U CTUMY-
JisioHHas npoba ¢ KPT.

OtcyTcTBME ageKBaTHOTO BbIOpoca KopTtusona (6ojee 500 HMoJb/) B OT-
BeT Ha BBegeHue AKTI MoxeT Takke HaOJI0AaTHCS MPU BPOXKAECHHBIX (pop-
Max LEHTPaJbHOIO TMIIOKOPTULIM3MA, IIPU TOM 0a3alibHblil ypoBeHb AKTT
OyleT HOpMaJbHBIM WMJIM CHVKEHHBIM.

AnarxnocTuka gethuunta MMHEPaNoKOPTUKOUAOB

HopManbHble YPOBHM Kajiusl, HATPUsI, pEHUHA, aJbI0CTEPOHA OKOHYATEb-
HO HE MCKJIIOYAIOT MUHEPATOKOPTUKOMIHOM HEIOCTaTOYHOCTU. [ MCK-
JIIOYEHMST Te(UIIMTAa MUHEPAJOKOPTUKOUIOB ITOKA3aHO MPOBEACHUE MPOOLI
¢ ¢ypocemunom. JlaHHas mpobGa OCHOBaHA Ha TOM, YTO B HOpME TMIIOBOJIC-
MM, BbI3BaHHAsE (DypOCEMMIOM, CTUMYJIUPYET CEKPELUIO ajbIOCTEPOHA.
VY mauueHToB ¢ Ae(UIUTOM MUHEPATOKOPTUKOUIOB aaeKBATHOIO BEIOpOCa
aJbIOCTEPOHA HE TTPOUCXOMIMNT.

1l aTan: anarHocTuKa Ho3onornyeckom chopmbi

JIaHHBIIA 3Tan AMATHOCTUKH SIBJISIETCS] HEOOXOAMMbIM, OH OTpeiesieT AaIbHeli-
HIYI0 TAKTUKY BeJeHHs, MPOTHO3 3200J1eBaHNs U BO3MOKHOCTb CeMEHHOro KOH-
CyJIbTHPOBAHMSI.

V nmaumeHToB ¢ noaTBepxxaAeHHON nepsuyHoil HH nanbHelee obcnenora-
HME TOJDKHO OBITh HAINpaBieHO Ha JAMArHOCTUKY MPUYMHBI Pa3BUTHSI TUIIO-
koptunmama. OmpeneneHue KOHKPETHON Hozosormveckoit dopmsl HH mo-
3BOJISIET TpelcKa3aTh TedeHue 3a0o0JieBaHUSI, MPOTHO3MPOBATh BEPOSITHOCTD
TMOSIBJIEHUSI TTaTOJIOTUM IPYTUX OPTaHOB U CUCTEM WM ONpENEsITh TAKTUKY Jie-
YyeHHUsl. YCTaHOBJIEHUE TEHETUUECKOTO edeKTa Mpu HaCAeICTBEHHbIX (hopMax
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TUMOKOPTULIM3MA TaeT BO3MOXKHOCTb OIPEACIMTh PUCK POXIAEHUST OOJbHBIX
JIETeil B ceMbe MallieHTa, IIPOBOAUTD MPeHATAIbHYIO TUAarHOCTUKY, a B HEKO-
TOPBIX ClIydasix U MpeHaTanbHoe JiedeHue 1oaa [BIII].

JTnonorna nepeBNYHON XPOHNYECKON HaANOYE4YHUKOBOI HEl0CTaTOYHOCTH

[lepBruHass HAAIOYEYHUKOBASI HEIOCTATOYHOCTh MOXET OBITh KOMITOHEH-
TOM OJHOTO M3 HACJIEACTBEHHBIX 3a00JIeBAHMIA MU TTIPUOOPETEHHBIX COCTO-
STHUH, TIepeUYNCIIEHHBIX BBIIIE B Ta0I. 2.

Anroputm authchepeHUNanbHOl ANArHOCTUKKU XPOHUYECKON NepBNYHON
HaANO4Ye4YHNKOBOV HEA0CTATOYHOCTH

st Toro, 4ToOBI OMnpeneuTh Ho3ojornueckyo dopmy XITHH (tada. 4),

HEO0OXOIMMO BBISICHUTD CJIEAYIOIIEE.

1. Bospact manudecrauun HH.

2. Hamume TIIOKOKOPTUKOMTHOTO U MUHEPATOKOPTUKOMIHOTO KOMIIO-
HEHTOB.

3. CeMelHBIN aHaAMHE3.

4. Hanuuue Apyrux KIMHUYECKUX MPU3HAKOB.

Tabnuua 4. HacnepctBeHHble BapuanTbl XIMHH

Bo3pact ma- Jlono/HuTe/ibHbIE KIMHUYECKHE JInarso3 I'en
HudecTaMH  NPU3HAKH
ITocne XPpOHUYECKUI KOXHO-CIU3UCTbINA KaH- AyTOUMMYHHbIW ~ AIRE
3 et NIUI03, TUIIOTIApaTHPE03, Majble KOM- TTOJTUTJIAHTYJISIP-
MOHEHTHI (aJIoTeLnsl, ayTOUMMYHHbBII HBIA CUHIPOM
rernaTuT, caxapHblii 1uabeT, ayTOMM- 1-ro Tuna
MYHHBI TUPEOUAMT, TUITOTOHAIN3M,
TUITOIUIa3usl 3yOOB M 1p.)
AYTOMMMYHHBII THPEOUIUT, OOJIE3HB AyronmmyHHbI  [lonureHHoe Ha-
I'peiiBca, caxapHblii quabet Tumna I MOJIMTJIAHAYJISIp-  CJIe[IoBaHUE
HBbI CUHAPOM
2-ro TMNa
CHIMXKEHMEe 3peHMsI, cyXa, pacCTpoii- X-clernieHHast ALD
CTBO TIOBEIECHMSI. anpeHOJIe KO-
Wsmenennst Ha MPT ronoBHOro mosra  ctpodust
(ouaru aeMUETMHU3ALINN).
Hapymienue noxoaku, ciadocTb B HO-
rax.
I'MreproHagOTPOIHBI TMIIOTOHAIU3M
HopwmanbHas muHepanokoptukougHass — CemeliHbiil n3o-  MC2R, MRAP,
byHKUMS JIMPOBaHHBIN MCM4, NNT,
TJIIOKOKOPTUKO- STAR, ALADIN

WIHBIA gepuuuT
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Tabnuua 4 (okoH4aHue). HacneacTeeHHble BapuaHTbl XMHH

Bospact ma- JlonoiHuTe/bHbIe KINHUYECKUE Juarno3 I'en
HudecTaMU  NMPU3HAKH
Mo 3 ner Hapymenne ¢opMupoBaHus HapyxX- BpoxnenHas STAR, CYPI1IAI,

HBIX T€HUTAJIUI

nuchyHKUHUS KO-
PBI HAATIOYEYHU-
KOB

HSD3B2, CYP17,
CYP2I,
CYPIIBI, POR

Axanasus Kapauu, anakpumus, HeBpo-  Cunapom Ojr- ALADIN
JIOTMYECKUE HapylIeHUs, TUTIepKepa- poyBa (CUHAPOM
TO3 TIOMIOIIB Tpex A)
IMopoxku pa3BUTHS MOYEK U CepAla, Cunapom Cwmu- DHCR7
MUKpouedatusi, To3, TMIOCHAaNs Ta—JleMan—

Onuia
I'MnoroHanOTPONHbBIN TUIIOTOHAIU3M, BpoxneHnHast I'en DAX, nene-

muoauctpodus dromena, nepuunt

X-cuerieHHast

1uust X-Xpomoco-

TpaHcKapbaMuiIasbl TUTIOTLIA3US MBI

HaJMOYeYHUKOB
BuyrpuytpobHas 3agepxka pocta, Me- IMAGe cuHma- ?
tacduzapHas AMCIUIa3usl, aHOMaJIUKU pom

Pa3sBUTUA MOYEIIOJOBOM CUCTEMBI

IIpu oTCyTCTBMM JOMNOJHUTEIBHBIX KIMHUYECKNX KOMITOHEHTOB, KOTOPBIE

MO3BOJISIIOT MPeanoaoXuTh atuojornio XHH, Heobxonumo criienyroliee.

1. Bcem manbunkam c¢ age6rotom XHH B Bo3pacrte mociie 3 et npoBecTH Uc-
cJieloBaHME YPOBHSI B KPOBU OUY€Hb JUIMHHOLIETIOYEUHBIX JKUPHBIX KMCJIOT
JIJIST UICKITIOUEHUST X-CLeTJIeHHOM ampeHoneiikonuctpodun [BI].

2. IlaimmeHtam oboero moJjia ¢ AeOOTOM 3abojeBaHUS B BO3pacTe IOC/e
3 et onpeaeauTh YpoBeHb aHTUTeN K 21-rugpokcunase |BI].

3. IlpoBectu TeHeTHYECKHE MCCSNOBAHUS IJIsI BBISIBICHUSI MyTalldii TE€HOB,
OTBETCTBEHHbIX 32 pa3BUTHE HAIMOUYEUHMKOBOI HegocTtaTouHoctu [BIII].

JledyeHne XI'MHH

OcHoBHbI€ TJ100anbHBIE 1ean Jedenus XITHH

1. I[TomoOpaTh peXXuM M OO3bI MPEIapaToB ITIOKOKOPTUKOUIOB TaK, YTOOBI
OHU MaKCHUMAaJIbHO COOTBETCTBOBAIN (PU3UOJIOTUYECKOMY U LIUPKATHOMY
PUTMY CEeKpeLlMy KOPTU30Ja.

2. N36eraTh pa3BUTUSI aIpeHAIOBbIX KPU30B.

3. N306erath XpOHMYECKON MEePeno3MPOBKU INIIOKOKOPTUKOUAOB U €€ OTIa-
JICHHBIX HeXeJIaTeJIbHBIX MOCIEACTBUI (OCTEONOpO3, MOBHIILICHNE pUCKa
CepACYHO-COCYAUCTBIX OCIOXHEHUI, METAOOIUYECKUI CUHAPOM).

4. YAy4luuTh KayeCTBO XKM3HU MallMeHTa, 00ECIIeUUB €ro MCUXOCOLUATb-
HYIO aJaITaluio.
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3amecTuUTeNbHanA Tepanusa HafNoO4Ye4HUKOBOM
HeaOoCTaTO4YHOCTM

IIpenapatom BbiOOpa mpu jJdedyeHuu HH saBnsgercs ruapoxkoptuszoH [BI].
[Ipu neyeHUU NMPUMEHSIIOT ClIeIyIOlLIKe Tperaparhl;

e ruapokoptuson (Kopred), 8—10 mr/m2/cyt B 3 npuema;

e KopTU30Ha auerar, 10—12 Mr/m?/cyT B 3 npuema;

e IIPEIHMU30JI0H, 2—3 Mr/M?/cyT B 2 mpuema (IIpUeM BO3MOXEH IIPU UH-

IUBUIYaJIbHBIX OCOOCHHOCTSX, HO HEXeIaTeIeH).

ITpu nmpucoearHeHUN UHTEPKYPPEHTHBIX 3a00jieBaHUi, cTpecce (ICUX0-
JIOTMYECKUE WIM TsKesble (hM3UIeCKre Harpy3Ku) 103y TTIOKOKOPTUKOUIOB
B OCTpO¥ (pa3e 3a00eBaHMS MU B MOMEHT CTpecca yBeJIMIMBAIOT B 2—3 pa-
3a. B pmanbHeillleM peKoMeHAyeTcsl BO3BpaT K OOBIYHOI 3aMeCTUTEbHOM
J103€, KOTOPYIO TMallMeHT MPpUHUMAJ 10 OOJIe3HU.

Ha6mopneHue 3a nauuventTom ¢ HH

KoHTposb aneKBaTHOCTU 3aMECTUTEJbHOI Tepaluy IpoBoauTcs 1 pa3 B

6 Mec M BKIIIOYAeT B ceO:

e OIpeje/icHUe YPOBHEN Kaiausl, HaTpus B Iia3Mme;

e onpenenenue APII;

e OCMOTpP SHIOKPMHOJIOTOM C OLIEHKON Kaja00, MMHAMUKHM pocTa U Beca,
uzmepeHueM AJl, aHaIM30M MPUYMH OCTPBIX COCTOSIHUIA (€CJIM TaKOBbIE
ObUTM ¢ MOMEHTa TIpeabiayiero ocmorpa) [BII].

Oo6cnenoBanue ¢ yaetoM npuunHbl XITHH mpoBoguTtcst mig BeIIBICHUS
HOBBIX KOMIIOHEHTOB CHMHAPOMA WJIM KOPPEKLMUU yKe Ha3HAauUeHHOU Tepa-
MUY TONOJHUTEIbHBIX KOMIIOHEHTOB COBMECTHO C APYTMMU CIICLIMAIUCTa-
MMU.

ITpumepsr:

e npu X-CleIuieHHOU anpeHoseiikoguctpodpun — MPT rosoBHoro mosra
1 pa3 B 6 Mec, KOHCY/IbTAlls CIIeLMAINCTa-HeBpojora 1 pa3 B 6 Mec;

e MpPU AYyTOMMMYHHBIX MOJUIIAHIYISIPHBIX CUHAPOMAX WJIM M30JUPOBAH-
Hoit ayrouMmyHHo# XITHH — nccnenoBaHue ypoBHE MOHU3MPOBAHHO-
ro kanbuusi, ¢ocdopa, TTI, cBobomHoro T,, MIHOKO3bI, aKTUBHOCTU
ATAT n AcAT, KIMHUYECKUI aHAJIM3 KPOBU, a TakxKe, MO MOKA3aHUSIM,
JIpyTUe UCCIeNOBaHMS;

e 1ipu nmedexrax reHa DAXI] — KOHTpOJIb OIMHAMUKK II0JIOBOTO Pa3BUTHUS
JIJISI CBOEBPEMEHHOI0 Ha3HAYeHUsI 3aMECTUTEIbHON Tepamnuu IMOJOBbIMU
cTeporIaMu.

ITameHTsl ¢ penkuMu HacaeacTBeHHbIMU BapuaHTamMu XITHH moyokHbI
HabJII01aThCsl HE TOJBKO MO MECTY XKUTEJbCTBA, HO U B CHELMaIU3UPOBaH-
HBIX MEIMLMHCKUX LIEHTpaX, UMEIOIINUX OITbIT HAOI0AeHUs 3a MallueHTaMu
C PEIKOW PHAOKPUHHOW TMaTOJIOTUEN.
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JleueHme ocTporo aapeHanosoro kpusa [Bill]

CaMoCTOSITEIbHO, 10 TOCTIUTAIN3aUM, BBOAST TMAPOKOPTU30H, 25— 50 Mr

B/M. Ilocie rocnuranu3anyy OPOBOIST CIEAYIOIINE MEPOIIPUSITUS:

e BBOJSIT THUAPOKOPTU30H (cycrieH3us1 ruapokoptu3oHa, Coiy-kopred),
100 mr/m? 6010CcOM;

e BBoIAT 0,9% pactsop NaCl ¢ 5—10% raoko30ii, 450—500 mMi1/M? B Teye-
Hue 1 4, 3ateM 2—3 1/M%/cyT;

e IIpYM HEOOXOAMMOCTU B TeUEHHUE TEPBbIX 1—2 CyT B/B KaleJbHO BBOIAT
ruapokopTu3oH, 100—200 mr/m2/cyr;

e Kakble 2 4 KOHTPOJUPYIOT YPOBHU Kajiusl, HATPUs, INIFOKO3bI B IUIa3Me,
All, YCC;

e II0CJIE HOPMAJIM3allUU COCTOSIHUSI U YPOBHEM Kajus, HATPUS IEPEXOIsT
Ha B/M BBeleHUE TMIPOKOPTU30HA C ITOCTEIICHHBIM CHIDKEHHEM I03bI 1
IepexoJ0oM Ha TepopajbHbIe IperapaThl;

e TIpu A03¢ ruapokoptuzoHa < 50 Mr/cyT HasHayalT (GIyIpOKOPTU30H

(Koptunedd).

O6y4eHMe naymeHTa u ero CeMmbm

KitoueByto posab B neueHun HH urpaet odyyeHue mauueHTa U €ro poauTe-
Jleil (M1 ONEKYHOB) OCHOBHBIM IIPMHIIMIIAM 3aMECTUTEIbHOI Tepalimu,
MOBENECHUSI B HEOOBIUHBIX U OCTPBIX cUTyalMsix. OCHOBHBIE MpaBUJia, KOTO-
pble TODKEeH 3HATh KaXXIbIi MallMeHT (MU POAUTEIIb), a TAaKXKe OJIrbKaiiiee
€ro OKpyXeHUeE:

e B CTPECCOBOI CUTyallM, ITpU MH(PEKLIMOHHBIX 3a00JIeBaHUSIX C TEMIIepa-
Typoit Beille 38°C mo3y TMAPOKOPTHU30HA YBEIUUMBAIOT B 2—3 pasa;

e B JIOMAIlIHE#l M IOXOQHOM amnTedyKe MOJKEH MMEThCS HaOOp 3KCTPEeHHOI
IMOMOIIY — TUAPOKOPTU3OH IJisk B/M (MJIM B/B) BBEIACHMUS; YWICHBI CEMbH
JIOJKHBI YMETD B ClIydyae HEOOXOIMMOCTHU (PEe3K0e yXYAIIeHUE COCTOSIHUS,
pBOTa, MOTEPST CO3HAHUS, CYIOPOTH) CAMOCTOSITENIbHO CIENaTh MAllUeHTY
B/M UHBEKLMIO IO MPUOBITUSI 3KCTpeHHOoI oMoty [BII].

Bcem maunuentam ¢ HH pekomeHayeTcss HOCUTh OpacieT ¢ yKazaHueM
MMEHHU, HEOOXOIMMOCTH MOCTOSIHHOM Teparyy III0KO- M MUHEPaJIOKOPTH-
KOUJaMU U PEKOMEHIALIMSIMU I10 OKa3aHWI0 3KCTPEHHON MEIUIIMHCKOM
nomMo1tu, Tenedona noseperHHoro nuia [BIII].

PexoMeHaauMm NO KOPpPEKLUMM Tepanum nauveHTam
¢ XINHH, xoTopbIM NNaHUPYETCH XMpypruyeckoe
BMellaTenbCcTBO

K MOMCHTY 3aIllJTaHMPOBAHHOT'O XUPYPINYCCKOI'O JICUCHUA I[CCI)I/H_[I/IT TJIIOKO-
N MUHEPATTOKOPTUKONIOB Yy pe6eHKa JOJIKCH OBITh CKOMIICHCHUPOBAaH CO-
rj1aCcHO KJ'[I/IHI/IKO—JIaGOpaTOprIM JaHHDBIM.
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HEeOOCTaTO4YHOCTbIO

ManouxBa3uBHble NpoLeaypbi

K HUM OTHOCSTCS CTOMATOJOTMYECKME MPOLECAYPhI IJIUTEIbHOCTBIO MEHEe
1 4, TMarHocTUYecKue Mpoueaypnl (OMOICUsS KOXHU U Ap.); K MAJTOMHAB3UB-
HBIM IIpolieAypaM IIPUPABHUBAIOTCS TaKXKe CTPECCOBBIC CUTYallMU (3PK3aMe-
HBbI, OJIMMIINAIEI U Ap.).

o3y ruapoKopTH30Ha 3a 2 4 10 MPpOoLeaypbl OMTHOKPATHO YBEJIMYMBAIOT B
2 pasa; n1o3y (QIIyIpoOKOPTU30HA HE MEHSIOT.

«Manbie» BMellaTeNbCTBA

K HUM OTHOCATCSI AMAarHOCTMYECKUE MPOLEAYPhI, TaKie KaK KOJOHOCKO-
MUst, SKCTPAKIKS 3y00B U IPYyTrMe CTOMATOJIOTMYECKUE TTPOLIENYPhI ITUTEb-
HOCTbIO Oosiee 1 4.

HakaHyHe BMelIaTelIbCTBa HA3HAYalOT 0a30BYIO O3y TUAPOKOPTU30HA
(Kopred) u dpayapoxoptuzona (Koprunedd).

YTpoMm mepen BMeELIATEIbCTBOM Ha3HAYalOT CYCIIEH3MIO TMIPOKOPTU30HA
(Cony-kopred), npu Bece pedbeHka mo 15 kr — 12,5 mr, npu Bece Oosee
15 kr — 25 mr (25 mr/M?) 1160 IBONHYIO 103y (IIyIPOKOPTU30HA.

ITocne BMemiaTeaIbCTBa IIPU BO3MOXKHOCTH SHTEPAIbHOTO MMUTAHUS JAIOT
TabjseTupoBaHHbIe npenapaThl — Kopred B ynBoeHHoi no3e, Koptunedd B
MpeXXHEeN 103€e, CAeASIT 32 YPOBHSIMM Kaylusl, HaTpusl, III0KO36I B T1a3me. Ha
CIeOyIOIINIA AeHb BO3BpAIIAIOTCS K 0a30BOI J03¢ IIpemapara.

Xupypruyeckoe BMewWaTenbCcTBO ¢ IHAOTPaXeasnbHbIM HApPKO30M
(cpenHeii cnoXxHocTy)

Hamnpumep, XoJIeUCTIKTOMUS, TUCTEPIKTOMUSI, OINEpallMid Ha Hapy>KHBIX
TeHUTAIUSIX 1 Ap. B 3TUX cilyyasx mpeanpuHUMaloT Cleayloliee.

HakaHyHe omnepaliny Be4epHIOIO 103y YBEJIMYMBAIOT B 2 pa3a. I1pu HeBo3-
MOXKHOCTH TI€pOpajbHOrO MpreMa BBOIST IMAPOKOPTU30H B/M (Cosy-Kop-
ted): mpu Bece mo 15 xr — 12,5 mr, npu Bece Oonee 15 xr — 25 wmr
(25 mr/m?).

B neHb onepauyu, yrpoM, B/M BBOAST ruapokKopTu3oH (Cony-kopTed) B
no3e 12,5—25 wr.

Bo BpeMs orepaluu B/B KaleJbHO BBOIAT TMAPOKOPTU30H, 50 Mr/m? win
25 Mr a1s gereid BecoM MeHee 15 kr, 50 Mr mist aeteii Becom Oosbiie 15 Kr
(CKOPOCTh BBEIEHUS OIPEeAe/sieTCs] Ha OCHOBaHUM BeUYUHBI AJl).

IMocne onepauunu — Comy-kopred B/M B no3e 12,5—25 mr (25 mr/m?)
Kakable 6 4; Mpu IJIOXOM CaMOYYBCTBUM peOeHKa, HM3KoM Al mo3y BO3-
MOXHO yBeamuuTh Ha 50—100%. Crnendar 3a ypoBHEM KaJldsl, HATpusl, IJII0-
KO3HI B IIJIa3Me.

Ha cnenyioiiue cyTku 1ociie onepauuy Mpu OTCYTCTBUU OCIOXHEHUI,
OTCYTCTBUM PBOTHI IIE€PEXOISIT Ha TaOJETUPOBAHHBIE IIperiapaThl: THMIPO-
kopTtu3oH (Koprted), 3 paza B CyTKM — 103y yBeJIMUMBAIOT B 2—3 pasa 1o
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cpaBHeHHUIO ¢ 0a3oBoii, (Gayapokoptu3oH (KoptuHedd) — B 0ObIUHOI
Jno3e.

Co BTOPBIX CYTOK MPU OTCYTCTBUM OCITOKHEHWI HAUYMHAIOT IMTOCTETIEHHOE,
B TeyeHue 3—5 CyT, CHUKEHUE N03bl 10 CTaHAAPTHOM.

Xupypruyeckoe BMewwaTenbCcTBO C IHAOTPaxeanbHbIM HapK0O3OM (TsKenoe)

CroJa OTHOCSITCS TaKH€e Ollepallii, KaK KapAuOoXupypruiyeckue BMeIIaTelb-
CTBa, OIlepallMy Ha IeYeHU, Ha TOJIOBHOM MO3Te, KOJOHIKTOMUS U Ap.

HakanyHe omepanuu Ha3HadaloT OBOiHYI0 no3y Kopreda, Beuepom —
25—50 mr Cony-kopTteda.

B nenn onepauuu — 100—200 mr/cyr (150 mr/m?/cyT) TMIPOKOPTU30HA
(25—50 Mr kaxmeie 6 ).

B mepBble cyTKM Mocie olepaliy — THIPOKOpPTU30H B/M 100 Mr/cyr
(v 100—150 mr/m?/cyt) (25—50 Mr kaxasie 6 u).

Hanee npernaparbl Ha3HAYAIOT B 3aBUCUMOCTH OT BO3MOXHOCTU SHTEpaIb-
Horo nutaHus. [1py OTCYTCTBUU OCJIOXKHEHUI B TeUeHHE 5—7 CyT 103y CHU-
KalT A0 0a30BOM J03bI MPU 3aMECTUTEIbHOI Tepamnuu.
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CnMCoK coKpaLLeHu

AJl — apTepuanbHOE JaBJICHUE

AKTI' — anpeHOKOPTUKOTPOITHbINA TOPMOH

BAKH — BpoxneHHas AUCHYHKLUMS KOPbl HAAMOYECYHUKOB
AI'DA  — mermaposnuaHapOCTEPOH

JHK — Ie30KCUPUOOHYKJIEMHOBAsI KUCJIOTa

21-1I0K — 21-1e30KCUKOPTU30]

OLK — 00BbeM LHUPKYIUpPYIOLIel KpOBU

TP — TMoJMMepa3Has LenHas peakins

PKH — PaHIOMU3UPOBAHHbIE KIMHUYECKUE UCCIEA0BAHUS
TMC — TaHJEeMHasl Macc-CIeKTPOMETPUSI

Y3U — YJbTPa3BYKOBOE MCCJEI0BaHUE

HcCcC — YacToTa CepAeYHbIX COKpallleHUI

9KO — BKCTPAKOPIIOPATLHOE OTIJIOAOTBOPEHUE

170HP — 17-OH-niporectepoH

SDS — KO03(hPULMEHT CTaHAAPTHOIO OTKJIOHEHUS
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BeneHne naumeHToB ¢ BPOXAESHHOM AMCHYHKLMEN KOPb! HAAMOYEYHMKOB B JETCKOM
BO3pacTe

MeTononoruga

MeTOIlbl, HCIO0JIb30BAHHBIC JJIA c60pa/ CCJICKIIMM 10KA3aTe/IbCTB:
e [IOMCK B 3JICKTPOHHBIX 0azax JaHHBIX.

Onucanue METO0B, MCIOJIb30BAHHBIX LISl COOPa/CelIeKINN A0KA3aTeIbCTB

HoxazaTeapbHOi 6a30il 151 peKOMEHIALMI SIBISIOTCS IyOJIMKaluu, BO-
wenmue B KoxpeliHoBckyto Oubauoreky, ©0a3bl gaHHbiX EMBASE u
MEDLINE. I'nybuHa noucka cocTaBuiia 5 JIeT.

MeTo/pl, KCIOJIb30BAHHBIE /I OLEHKH Ka4yeCTBA U CUJIbI J0KA3aTebCTB:
e KOHCEHCYC 3KCIIePTOB;
e OIICHKA 3HAYMMOCTU B COOTBETCTBUM C PEUTUHTOBOM cxemoii (Tabim. 1).

Tabnuua 1. PeiiTuHroBas cxema fns OLEHKM CUMbl PeKOMeHaLum

Cuna PEKOMEHAAUN

1 Crporast

2 Cnabast
YpoBeHb 10Ka3aTeIbHOCTH

+ OueHb HU3KUI
4 Hnszkwii

+++ YMepeHHbIi
++++ Bricokuit

MerToapl, UCNOJIb30BAHHbIE I AHAJIM3A J0KA3aTEIbCTB:
e 0030pHbI MyOJIMKYEMbIX METAaaHAIU30B;
e crcTeMaTh4yeckre 0030phl ¢ TabauIaMU J0Ka3aTeJIbCTB.

Onucanue MeTOA0B, UCMOJb30BAHHBIX ISl AHAIM3A JI0KA3aTeIbCTB

ITpu orbope mybnuKaiuii, Kak BO3MOXKXHBIX UCTOYHUKOB 10KA3aTEIbCTB,
WCITOJIb30BAaHHAS B KaXIIOM UCCIIEOBAHUU METOHOJIOTUS U3y4aeTcs IS TO-
TO, YTOOBI YOEIUThCS B €€ BaIMIHOCTU. Pe3ynbTaT U3ydeHUs BIMSIET HA YPO-
BEHb [IOKA3aTENbCTB, MPUCBAUBAEMBbIil MyOJIMKALIMM, YTO B CBOIO O4YEpElb
BJIMSIET HA CUJTYy BBITEKAIOIINX U3 HEe PEKOMEHIALIUIA.

Ha nporuecce olieHKM, HECOMHEHHO, MOXET CKa3bIBaThCs U CYOBEKTUB-
Hblil pakTop. L1 MUHUMU3AIMKA BO3MOXHbBIX OLIMOOK Kax/10€e hccieoBa-
HUE OLIEHUBAJIOCHh HE3aBUCHUMO, T. €. IO MEHBIIIEN Mepe AByMS YJIEHaAMU pa-
Ooueil rpynmnel. Kakue-11mb0 pa3inuusi B olleHKaX OOCYXXIaJIMCh YXe Bcelt
TPYIIIIONA B IIOJIHOM COCTAaBe.
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MeToapl, UCTO/Ib30BaHHbIE s (OPMYTHPOBAHUS PEKOMEHIALIHIA:
e KOHCEHCYC DKCIIEPTOB.

NunukaTopsl Hagnexxameid npaktuku (Good Practice Points — GPPs)
Pexomenmyemasi Hamiexaiass mpakTuka 0asupyercs Ha KIMHUYECKOM
OIbITe WIEHOB paboyeil TPyINbl MO pa3paboTKe PeKOMEHAAINIMA.
DKOHOMHUYECKHII aHAJIN3
AHaJIM3 CTOMMOCTH HE TIPOBOAWJICS, M TYOJUKALIUKM TI0 (hapMaKOIKOHO-
MUKe HE aHaJM3UPOBAIUCH.
MeToapl BAIMAN3AIMN PEKOMEHIAIMIA:
e BHEIIHsISI IKCTIEPTHAsI OLIEHKA;
e BHYTPEHHSsISI OKCIIepTHAs OIEHKA.

Onucanue MeTOI0B BAJIMIU3ANNN PEKOMEHIAIMIA

Hacrosiue pekoMeHIaluu B MPeaBAPUTENLHON BEPCUM ObLIA PELICH3M-
POBaHbI HE3AaBUCUMBIMU 3KCIEPTAMM, KOTOPHIX MOMPOCUIN MTPOKOMMEHTHU -
pOBaTh IIpexXIe BCETO TO, HACKOJIbKO MHTEPIIpeTalrsl J0Ka3aTeIbCTB, JIeXkKa-
X B OCHOBE PEKOMEHAIIMIA, JOCTYITHA JIJII TTOHUMAHWUS.

[TonydyeHbl KOMMEHTApUM CO CTOPOHBI Bpauell IMMepBMYHOIO 3BeHA U y4a-
CTKOBBIX MEIMAaTPOB B OTHOIIECHUU JOXOAUYMBOCTU M3JIOXEHHUSI PEKOMEHIA-
IIMIA ¥ OLIEHKW BaXXHOCTU PEKOMEHAALMI KaK paboyero MHCTpYMEHTa Mo-
BCEIHEBHOM MPAKTUKMU.

[IpenBapuTenbHast Bepcusl OyIeT TakKe HallpaBjieHa pEeLieH3eHTY, He MMe-
IOIIEMY MEIUIIMHCKOTO 00pa3oBaHWs, IS TOJYYEHUS KOMMEHTApUEB C
TOYKU 3PEHMSI MAllMEHTOB.

KoncyapTanum u 3KCnepTHAsd OIEHKa

ITocnenHvie U3BMEHEHMST B HACTOSIIIIMX PEKOMEHIAIUSIX ObUTU B MIpeBapy-
TeJbHOI BEPCUM IpeaCTaBIeHbI W JucKyccun Ha KoHrpecce sHIOKPUHO-
soroB 20—22 mas 2013 1. (MockBa), Ha KOH(PEPSHIINN AETCKUX dHIOKPH-
HosioroB 22—23 wuioHs 2013 r. (ApxaHrennck). I[IpeaBaputenbHas Bepcus
BBICTaBJIEHA IJIsl IIUPOKOro oocyxkaeHus: Ha caiite ®I'BY DHLU, mis toro
YTOOBI JIMIIa, HE YYACTBYIOIIME B KOHTpecce U KOH(MEepeHIMsIX, UMed BO3-
MOXHOCTb MPUHSATH y4acThe B OOCYXKIEHUM U COBEPIICHCTBOBAHUU PEKO-
MEHIALNHA.

Pa6ouas rpynma

J71s1 OKOHYATEJIbHOW peakilMyd U KOHTPOJIS KauecTBa peKOMeHaauu oy-
IyT MIOBTOPHO MPOaHAIM3MPOBAHbl WieHAMU paboydeil IPyMIIbl C LENbIO YI0-
CTOBEPUTHCS, UTO BCE 3aMEYaHUS U KOMMEHTApUU SKCIEPTOB MPUHSTHI BO
BHUMaHUE, PUCK CUCTEMATUYECKUX OIIMOOK IpHU pa3padOTKe peKOMEeHa-
LU CBeAEH K MUHUMYMY.

Cuna pexomengauuii (1—2/0T + 10 ++++) NMPUBOAUTCS TIPU U3JIOKEHUU
TEKCTa PEKOMEHIAIINMA.
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BeneHne naumeHToB ¢ BPOXAESHHOM AMCHYHKLMEN KOPb! HAAMOYEYHMKOB B JETCKOM
BO3pacTe

Onpepnenexne

Bpoxnennas qucyHKIusg KOpbl HAANOYEYHHKOB (aIpeHOTeHUTATbHBINA CUH]I-

poOM, BpOXKIEHHas HaAIIOYEYHMKOBAasl TMIIepIUIa3usI) — TpyIia 3aboJeBa-

HUI ¢ ayTOCOMHO-PELECCMBHBIM TUIIOM HAacJIeAOBaHUS, B OCHOBE KOTOPHIX

JIEXKUT AedeKT ogHOro U3 (bepMEeHTOB WM TPAHCIOPTHBIX OEIKOB, TIPUHU-

MaIOIIMX y4yacTHe B OMOCHHTE3e KOPTU30Jia B KOpe HaanmoyeuyHuKoB. Ha ce-

TOOHSIIITHUI TeHb U3BECTHO 7 OpM BpOXKICHHON MMCHYHKINU KOPHI HaMI-

noueuHrkos (BJIKH):

e JIMIIOWIHAS TUIIePIUIA3UsI KOPHl HAATIOYEUHUKOB (MyTalluM TeHa, KOOUPY-
forero 6enok StAR);

o neuumt 20,22-necmonasbl (11a-rugpokcuaasbl);

e nedunut 17a-ruapoxcunasnl/17,20-mm1as3ml;

o neUUUT 3B-TUAPOKCUCTEPOUIACTUAPOreHAZDI;

o neuumT 21-TUAPOKCUIABHI;

o nednumT 11B-TUApOKCHIA3H;

e Ie(PULIUT OKCUIOPEIYKTA3HI.

NMaemMmonors

Cawmoit yacroit ¢popmoit BAKH, Ha xoropyio npuxoautcst 6onee 90% 06osib-
HBbIX, sIBsieTcs AeuuMT 21-ruapokcuiassl. PacrpocTtpaHeHHOCTh AeduLmTa
21-runpokcuiasbl B MUpE, pacCUMTaHHasl M0 JaHHBIM HEOHATaJbHOI'O CKpPU-
HUHTA, cocTasnsgeT 1 ciydait Ha 14 000 XMBBIX HOBOpOXIeHHBIX. B Poccum,
MO JaHHBIM CKPUHUWHTA, pacipocTpaHeHHOCTh cocTaBisieT 1:9500. ITockonbKy
3a00J1€BaHKE HACJEMyeTCs MO ayTOCOMHO-PELIECCUBHOMY THUITY, CYILIECTBYIOT
TIOMYJISIIIAN, TAe OHO BCTPEYaeTCs 4allle, HalpUMep HEKOTOPhIE STHUYECKUE
rpyrnbel Ha CeBepHoM KaBkase, rie pacrnpocTpaHeHbl OJIM3KOPOACTBEHHBIE
Opaku. PacripocTpaHeHHOCTh HeKJIacCU4ecKoil ¢opMbl aeduimta 21-Tuapo-
Kcunasel B mupe coctapisieT 0,1—0,2%, cpenn eBpeeB-alllKeHA3W AaHHAsI
(bopma BcTpeuaeTcss 3HAUUTENBHO Yaiie — 1—2%.

Bropoit 1o pacnpocrpanenHoctn ¢dopmoit BIKH saBnsgerca mepuunt
11B3-ruapokcunasbl. B Mupe nannas ¢opma BIAKH Bcrpeuaercst B 10 pa3 pe-
Ke, 4yeM Kiaccuuyeckue ¢opmbl gedunmrta 21-ruapoxkcunasbl. Pacnpoctpa-
HeHHOCTh meduuura 11B-tuapokcunassel B Poccum He m3ydeHa. OcTalibHBIE
dopmbl BIIKH BcTpeuarotcs ele pexe.

C yuetom npeobaananus nepunura 21-ruipoKcuiasbl OCHOBHAS YACTh K-
HIUYECKMX PEKOMEHJAIMiA OTHOCUTCS K JMATHOCTHKE M JIeUeHHI0 HMEHHO 3TOi
¢opmbr BIIKH.
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OTMONnorng

ITpuunnoit Bcex ¢dopm BJAKH sBasiorcss myrauuy reHOB, OTBEYAIOIIMX 3a
cuHTe3 (epMEHTOB WIM KO(MEepMEHTOB CTECpPOMAOIeHe3a, a TakKXkKe TIeHa
STAR, xoaupyrouiero 6ej10K, KOTOPbIil y4acTBYeT B TPAHCIOPTE XOJeCTePu-
Ha BHYTPb MUTOXOHIPUIA.

I'en, xomupyromuii crepoun-2l-ruagpokcunasy (CYP21, CYP2IB,
CYP21A2), u roMonoruuHsblii emy riceBaoreH (CYP2IP, CYP21A, CYP2IAIP)
noxkanuzoBaHbl B HLA-kommiekce mexay Jokycamu HLA-B 1 HLA-DR Ha
KOPOTKOM Irjieue 6-if xpomocoMsl (6p21.3). TangeMHast opraHU3alis BEICO-
KOTOMOJIOTMYHBIX TEHOB MpeapacriojiaraeT K 4aCTbIM PEKOMOMHALIASM MEX-
Iy HUMU. BoabIIMHCTBO onucaHHbIX MyTaluii (okosio 90— 95%), npusons-
IIMX K HEIOCTaTOYHOCTH 21-TMOPOKCUIIA3BI, SIBISIIOTCS PE3YIbTaTOM IBYX
TUIIOB peKoMOuHauuii mexay reHoMm CYP21 u nicesgoreHom CYP2IP. Tlep-
BbIi MEXaHU3M — HEPABHBIA KPOCCHHIOBEP BO BpPEeMS MEK03a, IMPUBOISI-
M K 9acTuaHoM neneunu reHa CYP21 w 3amenieHnio OOJbIIOTO (hpar-
MEHTAa reHa aHaJIOTUYHBIM (parmMeHToM ncesaoreHa CYP21P. Bropoii mexa-
HU3M — TaK Ha3blBaeMasl FeHHasi KOHBepCUsl, B pe3yjbTaTe KOTOPOI Iepe-
HOCSITCSI OUeHb MaJIeHbKHE (DparMeHThI, BKIIOUYAOIIEe TOUCUYHbIE MyTaIlUN,
00bIYHO mpucyTcTByOIIME B niceBnoreHe CYP21P, B akTuBHbIN reH CYP2].
Ha TouyeuHble myTauinu, OoJblasi 4acTh KOTOPBIX 00pa3yeTcsl B pe3yjabTaTe
MMKPOKOHBEpPCHI, IPUXOIUTCI 0KoJio 75—80% nospexaenuii rena CYP21.
Ha Gonplive reHHbIE TePeCTPONKY (IeJIelIMU U KOHBEPCUU) B OOJBIINHCTBE
MOMYJISIUMI puxoauTes okojo 20—25%. Penkue Mytauuu, He sIBISIOIIMC-
cs pe3yIbTaTOM TeHHOM KOHBepcuu, oOHapyxuBaiotcs B 5—10% ciydaes.
Bce BhIlIenIepeyncIeHHOE OCJIOXHSET F€HETUYECKYI0 TUAarHOCTUKY Aedu-
uuTa 21-rugapoKcuiassl.

Mg nebrnuta 21-ruapoKcuiasbl CyIeCTBYeT YeTKasl CBsI3b (DEHOTUITNYE-
CKMX MPOSIBJICHUI ¢ TUITOM MyTauuu. B Tabs. 2 mpeacTaBieHbl JaHHBIE T10
pacIpoCTpaHEHHOCTU YacThIX MyTaluii B Poccun M Koppesuusi TeHo-
tun—@eHotui mmo nanueiM @I'BY DHII. Ilpu cocTaBHBIX TeTepO3UTOTHHIX
MyTaLlMsSIX KJIMHUYecKas KapTUHA OIpeaessieTcsl MyTallyell, BbI3bIBaloIIeHi
MEHEeEe TSKENIbIe TPOSIBICHMUS.

Tabnuua 2. CooTBETCTBME FEHETUYECKOrO AedDeKTa KNMHMYECKON KapTuHe aeduumTa 21-rug-
pokcunassl [2, 3]

MyTanus Yacrora amnenasHoro  Kiunnyeckas
BapuaHta, % thopma
Menenyst / KpyrHasi KOHBEPCHS 21,3 CT
Myrauums caiita criiaiicuHra B uHTpoHe 2 27,8 CT/I1B
R356W 5,8 CT/TIB
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BeneHne naumeHToB ¢ BPOXAESHHOM AMCHYHKLMEN KOPb! HAAMOYEYHMKOB B JETCKOM
BO3pacTe

Tabnuua 2 (okoH4aHue). COOTBETCTBME MEHETUHECKOr0 AedheKTa KIIMHNYeCKO KapTuHe fedm-
umta 21-rugpokcunassl [2, 3]

MyTtamus Yacrora amnensHoro  Kinmnunueckas
Bapuanrta, % ¢opma

Q318W 6,6 CT

1172N 16,9 1B

V281L 3,2 HK

P30L 2,5 HK/IIB

HK — nekmaccuueckast popma; [1B — mpocrast BupunbHas ¢opma; CT — conbTepsiomnias
dopma.

[TlaToreHes

ITpu Bcex ¢popmax BJIKH ormeuaercs: nepuiut KopTrusona, 4yTo IO Mexa-
HU3MY OTPULIATEJIbHOI OOpaTHO! CBSI3U IPUBOAMUT K MOBHIIICHUIO YPOBHS
AKTT u runepnia3uu HaaAMoO4YeYHUKOB. B pe3yabrare CTUMYISIIUM HAAIIO-
YEYHMKOB IIPOMCXOIUT U30BITOYHOE HAKOIUIEHUE CTEPOMIOB, IPEIIIECTBY-
X (pepMeHTaTUBHOMY OJ10Ky. KiaMHMYeckas KapTMHa Kaxaoi ¢popMbl
BJIKH o6ycnoBieHa neuMToM TOPMOHOB, CUHTE3 KOTOPBIX HEBO3MOXKEH
Mpu TaHHOM (pepMEHTATUBHOM OJIOKE, U M30BITKOM MPEIIIeCTBEHHUKOB.

KrnnHndeckas kapTtnHa

XapaktepHbiit mist Bcex ¢opm BAKH nedunur kopTusoa MposiBiAsSETCS
CKJIOHHOCTBIO K TMIOTJIMKEMUYECKOMY CUMHIPOMY, OCOOEHHO B CTPECCOBBIX
CUTyaUMsIX U y TpyaHbIX mereil. CriennpuIecKM CHUMIITOMOM AeduInTa
KOPTHU30J1a SIBJISIETCS TUTIEPIIUTMEHTALIMSI KOXXU BCJIEICTBHE BBICOKOTO YPOB-
HSI TIPOOITMOMEIaHOKOPTUHA U €ro IPOU3BOAHBIX. B KpoBM ompenessercs
noBbllIeHHbIA ypoBeHb AKTT.

ITpu HekoTopbIX hopMax BAKH (JinmouaHast runeprijia3vsi Haamno4eyH -
KoB, aenunt 11a-ruapoxcuinassl, 1eULUT 3B-TUAPOKCUCTEPOUIACTUIPO-
reHasbl, 1epuiuunt 2 1-ruapokcunasbl) OTMEYaeTCs Ae(UIUT MUHEPATOKOPTH-
KOUIOB, TTPOSIBJISTIOIIUICS CONBTEPSIONIMM cCMHIpoMoM. HenocraTtok anbao-
CTEPOHA BBI3BIBACT CHIXKEHME peadCcopOIMM HATpUSI B IIOYKaX, BCICICTBUE
yero cHuxatTcs OLIK u AIl. V gereii oTMeualoTcsl HEyKpOTUMasl pBOTa,
KMIKMIA CTyJI, O0JIM B XXMBOTe, pe3koe maneHue A/l. HaGmogatorcs runep-
KaJueMusl, TUIOHATPUEMUSI U MOBHIIIEHNE aKTUBHOCTU PEHWHA ILIa3MBI.

ITpu runepronudeckux dopmax BIKH (medumur 170-ruapokcunassbl,
nedunut 11B-rnapokcuiiazbl) UMEET MECTO M30BITOK MHUHEPAJIOKOPTHKOM-
I0B. B KimmHMYecKol KapTUHE Ha IepBhIi IIaH BBIXOASAT apTepHUalbHasl TH-
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MEePTeH3Us] M CUMITOMBI TUIOKAJIMEMUU — MBIIIEYHAasl CJIab0CTh, ITOJIM-
ypusl, TOJUIMIICUSI. XapaKTepHbl HU3KUI YpPOBEHb aKTMBHOCTU pPEHUHA
IUIa3Mbl, TUITOKAJIMEeMUS 1 TUIIEPHATPHUEMUS.

ITpu HekoTophix opmax BIKH ormeuaroTcss HapyumieHusi CHHTE3a M0JI0-
BbIX CTEPOMIOB KaK B Ha/JMOYeUHMKAX, TaK U B roHafax. B aToMm ciryyae y nma-
LIMEHTOB ¢ KapuotuiioM 46,XY oTMeyaeTcsl HapylleHUE CTPOCHUSI HapyxK-
HBIX ITOJIOBBIX OpraHoB. B maipHeiiIeM y Bcex MallieHTOB — U ¢ KapUOTH-
oM 46,XX, u ¢ kapuotunom 46,XY pa3BUBaeTCsI TUIIEPrOHAIOTPOITHLINA TH-
TIOTOHAIU3M.

ITpu tex ¢popmax BIAKH, KoTopble He CONMPOBOXAAIOTCS HAPYIICHUSIMU
CHHTE3a TOJIOBBIX CTEPOMIOB, CUTyalldsl oOpaTHasl. ¥ HOBOPOXKIEHHBIX C
KapuoTturioM 46,XX HapylIeHO CTpOeHHME HapYXHBIX ITOJOBBIX OPTaHOB, B
JaJbHEMIIIeM HapacTaloT CUMIITOMBI TUIIEPAHIPOreHUH, KOTOPHIE IPOSIBIISI -
I0TCSl Y MaJIbYMKOB CUMIOTOMAaMM JIOXKHOIO MPEeXIEBPEMEHHOIO IOJOBOTO
pa3BUTHS, a Y I€BOYEK — IPOrPeCCUPYIOIINMU CUMITOMAaMM BUPUIN3ALIUU.
BcneacTBre m30bITOYHOrO KOJMYECTBA HAAIIOYEYHUKOBBIX aHAPOTEHOB KO-
CTHBII BO3pAcCT onepexaeT NaCOPTHBIN, YTO MPUBOIUT K KOHEUHON HU3KO-
POCJIOCTH.

Knununueckas kaptuHa Bcex ¢opm BJAKH npeacraBieHa B tabi. 3.

[lnarHocturka

HeoHaTanbHbIN CKPUHMUHI

Perxomenoauuu: Heonamanvhwulii cKpuHuHe 3¢hghexmusen 0aa OUaZHOCMUKU
Kaaccuueckux gopm degpuyuma 21-eudpokcunasel. Ha emopom smane ckpu-
HUHea (No6mMopHoe mecmuposarie) N0 03MOICHOCMU NPeONnoYMUMEeNbHO onpe-
denenue WuUpoKoeo cneKkmpa cmepoudos mMemooom maHoOeMHOl MACC-CReKmpo-
Mempuu u onpedeneHue pacuemnoco noxkaszamensn (170H-npocecmepon
[170HP] + 21-JI0K/kopmu3zon) (1++).

Heduumt 21-TMapoKcuiasbl MOAXOAUT IS MPOrpaMMbl HEOHATAIbHOTO
CKPUHUHTA, IIOCKOJIBbKY SIBJISICTCS YaCThIM, ITIOTCHIIUAIBHO JIETAIbHBIM 3a00-
JIeBaHUEM, MMeeT YEeTKUI TMarHOCTUYECKHT MapKep U MOoAAaeTcs Tepanu.
C 1977 r. cnavana B mtate Anscka CIIA, 3atem n B apyrux mrarax CILLA,
a TakXe B JPYTHUX CTpaHaX MMpa Obl1 BHEIPEH TOTAJIbHbIA HEOHATaJIbHbIN
ckpuHuHT Ha BJAKH. JIutepaTtypHble faHHbIE CBUAETEILCTBYIOT 00 ahdeK-
TUBHOCTU CKpUMHUMHTa. HeoHaTtajabHast CMEPTHOCTD OT COJIBTEPSIIOIIETO KPU-
3a 0e3 nuarHo3sa coctanisuia oT 4 1o 10%, HenpaBUJIbHOE OMNpeneeHNE 0J1a
y neBouek — 10 10% cnyuaeB. [lociie BHeaApeHUS] CKPUHUHTA MaJTbuMKOB U
nesouek ¢ BJIIKH crano mopoBHy, U 4acToTa BCTpeyaeMOCTH 3a007eBaHUS
MOBBICUJIACD.

B Poccun HeoHaTaJbHBI CKPMHMHI CyLIECTBYET ¢ cepeauHbl 2006 T., B
pe3y/ibTaTe 4Yero 4acTtoTa BCTPEYaeMOCTHM JaHHOIO 3a00JIeBaHMSI BBIpOCIA
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0oJsiee yeM B 2 paza. KpoMe Toro, COKkpatuanuch CpoK IMOCTAaHOBKU JMAarHo3a
U CTeIleHb TUIIOHATPUEMUM, YTO, IO JAaHHBIM JIMTEpaTyphl, YIydllaeT B
JIaJbHEHIIeM CIIOCOOHOCTH AeTell K 0Oy4eHUIO.

[Tpouenypa cKpMHUHTAa BKJIIOYAeT B ceOsT 3a00p KPOBU y JOHOIIEHHBIX
HOBOPOXIEHHBIX Ha 4-€ CYTKM XXWU3HU, Y HEAOHOIIEeHHBIX Ha 7—10-e CyTKH,
U ompenejeHne B oopasnax ypoBHs 170HP ¢ moMombio criennanabHBIX Ha-
0opoB 1151 CKpHMHTA. M CIoNIb3yI0TCSI pa3Hble OTCEYKU B 3aBUCHMMOCTU OT
Beca MpU POXIEHUM, CBOU IS Kaxmoi jadoparopuu. Ilpu monoxuTesnb-
HOM pe3yJbTaTe CKPMHUHTA CBEACHMS IIEPEIaOTCS B ITOJIUKIMHUKY 10 MeC-
Ty JXUTEJbCTBA peOeHKa, ITOCJIe YeTO IPOBOIUTCS ITOBTOPHBIN 3a00p KPOBU
JUUIS1 peTeCTUPOBAHMSI.

CornacHO JaHHBIM JUTEPaTyphl, IJId HETOHOIIECHHBIX HOBOPOXKICHHBIX
rpamamnus auarHoctuyeckoro yposHst 170HP Gonee uHdopmaTuBHA, eciu
MIPOUCXOAUT C YIETOM TeCTallMOHHOTIO BO3pacTa, a He Beca IMPU POKIACHUU.

[Ipu cymectBytomeM B Poccuu mopsiike CKpMHUHTA €TI0 TTOJIOXUTEIbHAS
TMpeicKa3ate/bHas IIEHHOCTh COCTaBIsIeT OT 1 1o 5%, T. €. cpen Bcex IoJIo-
JKUTEJIBHBIX Pe3yJbTaToB TOJBKO OT 1 mo 5 geteit 3 100 moa0XUTENbHBIX
00pasuoB aelicTBuTeAbHO UMeloT BJIKH, B ocTalbHBIX ClTydasix 3TO JOXKHO-
MOJIOKUTEJIBHBIC Pe3yJbTaThl. YUUTHIBasI OOJIbIINE SKOHOMUYECKUE U DMO-
LIMOHAJIbHBIE 3aTpaThl, B CBSI3U C OOJIBIIIMM KOJUYECTBOM JIOXKHOIIOJIOXKHU-
TEJIbHBIX CJIy9aeB OBUIO IPEIJIOXEHO IIPOBOIUThH ITOBTOPHOE TeCTUPOBAaHUE
C MCToJIb30BaHUEM TaHAeMHOU Macc-cnekTtpomeTpun (TMC). ITo naHHBIM
HEMEIIKMX aBTOpOB, ucnoyb3oBaHue TMC u omnpenejeHrne pacdeTHOTO MO-
Kazarenst (cymMma ypoBHeit 170H-nporectepoHa u 21-1€30KCUKOPTU30a,
JleJIeHHasl Ha YpOBEHb KOPTU30Ja) MOBBIIIAET MOJOXUTEIbHYIO MpeacKas3a-
TeIbHYI0 LIeHHOCTD 10 100%. [ToMuMo BhissBACHUS OeduimnTa 21-TUIPOKCH-
Jnazel TMC mo3Bosisier auarHoctTupoBaTh U peakue ¢opmbl BIIKH.

Hcnonb3oBaHue MOJIEKYJISIPHO-TEHETUUECKOTo aHaju3a Ha BTOPOM 3Tare
CKPUHUHIA MMEET CBOM IIOJIOKUTEIbHBIE MOMEHTHI, TaK KaK IT03BOJISIET HE
TOJILKO MOATBEPAUTH JUArHO3, HO U MpeacKas3ath ¢popMy 3abojieBaHust. B To
Ke BpeMsl y MeToja aienb-crienuduueckoii [P ecth cBoM orpaHnyeHus:
JacTble MyTallMy BHISBISIOTCS B 85—90% ciyyaeB. ['eHeTMuecKoe TeCTUpoO-
BaHue gopoxe, ueM TMC, 3aHuMaeT O0oJiblIe BpeMEeHU 1 HE TT03BOJISIeT Aua-
rHocTtupoBaTh peakue gopmbl BIKH.

AunarnocTuka gechmumta 21 -rmgpokcunasbl
BHe npoueaypbl CKPpUHMHIra

Pexomenoauuu: copmonanvHvim mapkepom depuyuma 21-eudpokcunrasvt 1645-
emcs ypogenv 170HP, onpedenennviii 6 kposu, ezamoii ympom (1++).

l'opMoHaTbHBIM MapKepoM JeduiiuTa MUHEPATOKOPTUKOUIOB TIPU COJTb-
Tepsonieil ¢popMe aeduunTa 21-rugpoKcunIassl SIBISETCS MOBBIIIEHUE aK-
TUBHOCTHU PeHMHA TUIa3Mbl (1++).
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«30JI0TBIM CTAaHIAPTOM» B OWATHOCTHKE HEKIacCcHuecKoil GopMbI nedu-
uuta 21-ruapokcuinassl U quddepeHInanibHON TUarHocTuke peakux hbopm
BAKH sBnsieTcst mpoba ¢ CMHAKTEHOM C ONpee/ieHMeM IIUPOKOro CIeKTpa
crepounoB (1++).

I'eHeTnyeckoe TecTMpoOBaHUE IPUMEHSIETCS B KaueCTBe BTOPOIO 3Taria B
COMHUTEJIPHBIX CIIyJasiXx U IPU CEeMEHHOM T'€HETHUYECKOM KOHCYJIbTHUPOBA-
HUU (2+).

IToxazanus ans onpenenenust ypoBHs 170HP y neteii ¢ nenbio auar{oc-
TUKU JedunmnTta 21-ruapoKCcuIasbl:

e HEIPaBWJILHOE CTPOCHME HAPYKHBIX ITOJOBBIX OPTaHOB IIPU KapHUOTHIIS
46,XX;

e IIOBTOPHBIC CPBITMBAHUS, IIOTEPs Beca, MPU3HAKM OO0C3BOXMBAHUS Y
IPYIHBIX IeTeil MPU HAIMYMU TUTICPKAIMEMUN B COYETAHUN C TUTIOHATPH -
eMUeE;

e YCKOpEHNEe pOcCTa, KOCTHBHIN BO3pACT OIepexXaeT IMacHOPTHBIN, ITpexKie-
BpEMEHHOE ajJipeHapxe;

e CHUMIITOMbBI TUIEPAHAPOIeHUU Y 1€BOYEK-ITOJPOCTKOB.

IIpn xmaccnuecknx popmax BJIKH yposens 17OHP B necatku pas mipe-
BbIIIaeT HopMy. [Ipy Hekmaccuueckux opmMax ¥ B COMHUTEIBHBIX CITydasix
HeoOXOIMMO TPOBEAeHUE TTPOOLI ¢ CUHAKTEHOM (TeTPaKO3aKTHIl, CUHTETH-
yeckuit anaimor AKTT).

[IpoToko nmpoObl ¢ CUHAKTEHOM: OepeTcsl KpOBb IIJIsI OMpeAeIeHUs YPOB-
Heii 170HP u xopTtusona, mocie yero B/B BBOIUTCS 250 MKT TETPaKO3aKTH-
Ia B 5 MJI (pU3MOJIOTMIECKOTO pacTBOpPa, MPOAOJLKUTEILHOCTh MH(PY3UH CO-
crasisieT 2 MuH. Yepes 30 1 60 MUH GepyT KpOBb JJIs1 IOBTOPHOTO OIpeje-
nenus ypoBHeil 170HP u xoptuzona.

B HopMe ypoBeHb KOpPTH30jJa B YCIOBMSIX CTUMYJISILMU IIPEBHIIIACT
500 HMmonb/n, mpu 3ToM ypoBeHb 170HP He pomkeH mnpeBbIIIATH
36 umoab/n. [pu nedpunure 21-ruapokcuiassl ypoBeHb 17OHP npebiiia-
eT 45 HMOIb/J1, THana3oH oT 36 10 45 HMOJb/J ABISIETCS «CEPOI 30HOM» U
TpeOyeT najibHelllel moaATBepKAaloIeil TMarHOCTUKY.

IIpu orcyrctBumn npenapatoB AKTI KOpoTKoro aeicTBusi BO3MOXKHO
npoBeaeHKe aHaIorMuyHoit mpookl ¢ npenapatom AKTI nponoHrupoBaHHO-
ro aevictBus (CunaxkreH-gerno). Ilocie B/M BBeaeHus: 1 My CuHaKTeHa-1e-
no (cooTBeTCTBYeT 1 MI IIpemapaTa) KpOBb [JISI OIPEACICHMSI YpPOBHEU
170HP u xoptuzona 6epercs yepe3 10—12 4 u 24 4. Pe3yabTarhl oLleHUBA-
1oTcs aHajgornyHo Tecty ¢ AKTI kKopoTkoro neicTBus.

Ha ¢one ctumMymsiimu 1ejiecoo0pa3HO IPOBOAUTH OIpeAcIeHUe APYTIUX
CcTepouaoB IJis1 UcKIoueHus peakux c¢opm BJIKH. MakcumanbHyl0 MH-
¢dopmanLmio 1aeT ornpeaeseHre CTepouaHoro mpoduiasa ¢ momomsio TMC.

[Ipy cOMHMTENBHBIX pe3yJabTaTax IMPOOBbI C CMHAKTEHOM IIPOBOMMUTCS Te-
HeTW4ecKas OuarHocTuka. Ha mepBoM 3Talie OoCyIIecTBIISIETCS MOMCK 4Jac-
TBIX MyTauuii B reHe CYP21. BeisiBieHue AByX MyTallil IMO3BOJSET TOCTa-
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BUTb auarHo3. IIpu oOHapyXeHUM OIHOW MyTalMK MPOBOAUTCS MOJIHOE
cekBeHupoBaHue rena CYP21.

[Ipu momo3peHNr Ha COJBTEPSIOIINI CUHIPOM IIOKAa3aHO MCCJICIOBaHUE
3JIEKTPOJIMTOB KPOBU U OMpeAeeHe aKTUBHOCTU peHMHA I1a3Mbl. ['umnep-
KaJueMusl, TUTIOHATPUEMMS U TIOBBIILIEHNE aKTUBHOCTU PEHMHA CBUACTE/Ib-
CTBYIOT B IIOJIB3Y Ae(PUIIMTa MUHEPAIOKOPTUKOUIOB.

T'opmoHanbHbIe MapKepshl peakux ¢opMm BIIKH npencrasieHsl B TadA. 3.

JledyeHne

Pexomendayuu: npenapamom evibopa oasa neuenus demeii ¢ BIIKH seisemcs
mabaemuposarHulil eudpoxopmuson (1+++).

I[IpumeHeHUe cupora TUAPOKOPTU30HA M IPOJOHTUPOBAHHBIX (hopM
INIIOKOKOPTUKOUIOB Y IeTeil B IIepHOJ aKTUBHOIO pOCTa He mokKa3aHo (1++).

Bcem petsMm ¢ coabrepsitomieit popmoit BJAKH nokazaHo HazHaueHue
(bynpokopTu30oHa, AETSIM TPyAHOIO BO3pacTa MOKa3aHO JOMOJHUTEIbHOE
BBEIICHKWE B MUILEBON pallMOH MoBapeHHOU conu (1++).

OcHoBoii Tepanuu npu Beex hopmax BJIKH sBisieTcss Ha3HaueHUE TI0-
KOKOPTUKOUIOB, KOTOPHIE ITO3BOJISIIOT 3aMECTUTh AS(PUIIUT KOPTU30ja U
TE€M CaMbIM IOJaBUTh U30bITOUHYIO cekpeunto AKTT. B pesynbraTe cHUXa-
eTCsl MPOAYKIIMS HaANOYeYHUKAMU TeX CTEPOMIIOB, KOTOpble B M30BITKE
CUHTE3UPYIOTCS MpU JaHHOM (pepMeHTaTUBHOM Ojioke. CyIecTBYIOT pas-
JUYHbIE MEAMKAMEHTO3HbIE TpernapaThl, 00Jagalolnie ITIOKOKOPTUKOU/I -
HOI aKTUBHOCTBIO: MPEIHU30J0H, KOPTU30H, nekcameTa3zoH. CUHTeThYe-
CKM€ TIIOKOKOPTUKOWIBI ITPOJOHTMPOBAHHOIO MEUCTBUS (IIPEIHM30JIOH,
JIEKCaMEeTa30H) OKa3bIBAlOT HEraTMBHOE BAMSHME Ha TMpolecchl pocta. s
JIeTell C OTKPBITBIMU 30HAMM POCTa, OCOOEHHO MJIAAIIEro Bo3pacta, Haubo-
Jiee ONTHUMAaIbHBIMU IIpeIapaTaMu CIeayeT CUYMTaTh TabJeTUpOBaHHbIE aHa-
JIOTU TUAPOKOPTU30oHA. [lepBoHavyanbHas CyToyHas 103a IMAPOKOPTHU30HA,
HeoOxoaumMasi 11 nogasieHus: n3obiTouHoi cekperuu AKTT y neteii nep-
BOTO TO/Ia XXWU3HU, MOXeT gocturath 20 mr/m>2. Y nereii crapiie roga cyrod-
Has 1034 TMAPOKOPTHU30HA B CPEIHEM JOJUKHA cocTaBiath 10—15 mr/m2.
ITpenapat naeTcs Tpu pasza B CyTKU B paBHbIX go3ax (B 7.00, 15.00 u 22.00).

ITpu convrepsiomeit hpopme BJIKH Heobxoauma Tepanus MUHEpaToKop-
TUKOUAOM  (PIyIpOKOPTM30HOM, KOTOPBIIi  Ha3HayaeTcs B J03€
0,05—0,15 mr/cyt B 1—2 nipuema. Y nmerteii rpyIHOTO Bo3pacTa MoTpeOHOCTh
B MMHEPaJIOKOPTUKOMIAX BbIIIe U MOXeT nocturath 0,3 Mr/cyTt (103y MOX-
HO pa3me/nTh Ha 3 mpueMa). Y geTeit 0e3 KIMHUIESCKUX IIPOSIBICHUI COJIb-
TEPSIOIIEeT0 CUHAPOMAa MOXET OTMeYaThCsl CYOKIMHUYECKUI AeUIIAT MU-
HEPaJTOKOPTUKOMIOB, KPUTEPUEM KOTOPOTO SIBJISIETCSI MOBBIIIEHHBIM YpO-
BeHb peHUHA. B Takux cirydasix Toxke mokaszaHo HazHadeHue QIyaIpoKOpPTU-
30Ha.
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Benexnue naumeHntToB ¢ B[1KH, BbifiBNeHHbIX
no pes3ynbTaTamMm HEOHaATANbHONr0 CKPpMHMHra

Pexomenoayuu: npu noaoxcumenvHuix pe3yibmamax HeOHAmanbHO20 CKPUHUH-

ea Ha BIKH pebenox doaxcern 6b1mv ocmomper SHOOKPUHON020M. DHOOKPUHO-

102 NPOBOOUM AHAAU3 KAUHUYECKOU KAPMUHbL:

e HEIPaBWJILHOE CTPOSHME HAPYKHBIX IOJIOBBIX OPTaHOB;

e TUIIEPIUTMEHTALIMSI WM TUIIOIVIMKEMUSI B aHaMHE3¢e;

e IIPM3HAKK COJIBTEPSIONIETO CUHAPOMA (YacThle CPBHITMBAHMS, TJIOXOM Ha-
0op Beca, MpU3HAKU OOE3BOXUBAHMS).

ITpu nanuuun xknmHudyeckux npusHakoB BJAKH mokazana rocruranm-
3alUs B OTAEJCHUE SHIOKPUHOJIOIUM C OIIBITOM BEIEHMS HOBOPOXKICH-
Hbix ¢ BJIKH. B crauunonape pedbeHky onpeneastoT yposeHb 17OHP B cbI-
BOPOTKE M YPOBHU 3JEKTPOJUTOB KpoBU. [IpM HaIUUUU 3JIEKTPOJIUTHBIX
M3MEHEHUI HAaUMHAIOT IIapeHTepaIbHOEe BBEIECHME IIIOKOKOPTUKOUIOB U3
pacyera 100 Mr/m?/cyt u, mpu HEOOXOAMMOCTH, MHMY3UOHHYIO TEPATIUIO
(busuonornyeckuM pacTBOpoM. [IpM OTCYTCTBUM 3JIEKTPOJUTHBIX U3MeE-
HEHUIl MOKa3aHO Ha3HayeHHWe TaOJeTMPOBAaHHOIO TUIPOKOPTH30HA B
crapToBoii no3e 15—20 mr/m?/cyr u dayrpokoptuzoHa B go3e 0,05—
0,1 Mr/cyT.

[Ipn oTcyTcTBUM KIMHMYECKMX IIPU3HAKOB meduumTa 21-THUApOKCHIA3hI
HenecoodbpaszHo ornpeaeneHrue ypoBHss 170HP B cwiBopoTke. Ecinu ypoBeHb
170HP npeBsimiaer 100 HMOIb/, CTaBUTCS AMarHo3 aeduiura 2 1-ruapoKcu-
JIa3bl M HAUMHACTCS TIepopabHAs Tepalusl THApoKopTu30HOoM. Eciau ypoBeHb
170HP Hmxe 100 HMOJB/JT, TpeOyeTCs YTOUHSIIONIAsl TMarHOCTUKA C UCIIONb-
3oBaHueM TMC, u/unm npoObl ¢ CUHAKTEHOM, W/WJIU TeHETUYECKOTO TECTH-
POBaHMSL.

BeaeHve naumeHToB ¢ gecdmumtom 21 -rugpokcunasbi

Pexomenoayuu: yeavio mepanuu npu BJKH sensemcs nod6op MuHumManvHoll
aghgpexmuenoil do3vl enrokokopmuroudos (1+).
ITpoTokon HabmOAEeHUS 3a JETbMU TIEPBOTO roaa XXHU3HU.
KpatHocts Habmonenus 1 pa3 B 1—3 mec:
e YPOBEHB DJIEKTPOJIUTOB KPOBH;
e JUHAMUKa Beca U ypoBeHb AJl;
e ypoBeHb 17OHP.
ITpoTokon HabMOAEHUS 32 JETbMU JHOMYOepTaTHOIO BO3pacTa.
KpatHocTh HabmoaeHus 1 pa3 B 6 Mec:
e CKOPOCTb POCTa, IMHAMHUKa Beca, AJl, olleHKa CTaauy ITOJIOBOTO pa3BUTHUS
no TaHHepy;
e KOCTHBII Bo3pacT (ompenensercsa 1 pa3 B ron);
e ypoBHU 170HP, TecTocTepoHa, aKTHBHOCTh peHWHA TIJIa3MBI;
e Y3 HaaMmoyeyHUKOB U SWYeK (MPU JJIUTEIBHONU JEKOMIIEHCAIINN).
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ITpoTokon HaGMOAEHUS 3a MOAPOCTKAMMU.
KpatHocTh HabmoneHus 1 pa3 B 3—6 mec:
e CKOPOCTb pPOCTa, IMHaMMKa Beca, AJl;
e OlLICHKA AMHAMUKU MOJOBOIO Pa3BUTUS;
e KOCTHBII Bo3pacT (ompenensercsa 1 pa3 B ron);
e ypoBHU 170HP, TecTocTepona (s meBoYeK), aKTUBHOCTL peHMHA TIIa3-
MBI,
e Y3U opraHoB Majioro Tasa;
e Y3M HaOmoyeyHUKOB U SIMYEK (P IINTEIHHONU IeKOMIICHCAIINN).

Benenue nmanueHToB ¢ AeULUATOM 21-ruapokcuaasbl TpeOyeT MOCTOSH-
HOTO TMOAJAepXKaHUs PaBHOBECUS] MeEXAYy M30BITKOM TIJTIOKOKOPTUKOUIOB,
MPUBOIAIIMM K pa3BUTUIO MEIMKAMEHTO3HOTo cuHmpoMa KyimHra ¢ mo-
JaBJIeHMEM pocTa, U30BITKOM Beca, moBblllieHueM AJl, 1 HEAOCTaTKOM IJIIO-
KOKOPTUKOUIOB, PUBOISIINAM K Pa3BUTUIO TUTIEPAHAPOTEHUN C YCKOPEHU -
€M pOCTa, KOCTHBIM BO3PacTOM, OIEPEKAIOIIMM IaCIIOPTHBIN, U IIPOSIBIIC-
HUEM CUMIITOMOB BuUpuau3zauuu. Lleap gedyeHrusT — noadop MUHUMAILHO
3¢ heKTUBHON 103bl TUIPOKOPTU3OHA.

[etu mepBOro roma >XKM3HU MOJDKHBI HAOMIOAATHCS C IEPUOIMIHOCTHIO
1 pa3 B 1—3 mec. Kputepuem ageKBaTHOCTU 3aMECTUTEJILHON Teparnuu y
IPYAHBIX I€Tell B MEPBYIO ouyepeab sIBJIsSeTCsl KpuBas Habopa Beca. YI0B-
JICTBOPUTEIbHBIN HAaOOp Beca, OTCYTCTBUE CPHITMBAaHUI CBUIAETEIHCTBYIOT
00 3¢ heKTUBHOM JiedyeHUU. ExxemMecsayHo ompeaesiioT YpOBHU 2JIEKTPO-
JIMTOB KPOBU, TT0 KOTOPBIM MoadupaeTcs no3a GpayapokopTtu3oHa. Jnsa ak-
TUBHOCTHM peHMHA IUIa3MBbl Y AeTell Miaaiie 1 roma He CyIIecTBYeT YeTKMX
KpUTepueB, MOATOMY JAaHHBI MOKa3zaTeslb WMCHOJAb30BaTh AJSI OLEHKU
aJeKBaTHOI 3aMECTUTEJIbHOI Tepaluy MUHEPaJTOKOPTUKOMIAMU CJIOXKHO.
VYposenb 170HP ompenensior Kaxnbsie 3 Mec IS TTOA00pa TO3BI TUAPO-
KopTu3oHa. CreayeT OTMETUThb, YTO HEAOCTAaTOYHOE MOoJaBjeHUue TUIep-
aHAPOTeHMHU Ha IepBOM roay XKM3HU HE MPUBOIUT K CYIIECTBEHHOM MPO-
rpeccur KOCTHOTO BO3pacTa, TOIIa KakK Iepeao3upOBKa TTTIOKOKOPTUKOM -
JIOB B OTOT MEPUOJ OKa3bIBACT HEraTMBHOE BJMSHHE HAa KOHEUHbIA POCT
MallMeHTOB.

Heteil crapiie roma 3HIOKPMHOJOI IOJDKEH ocMarpuBaTh 1 pa3 B 3—
6 Mec. [l 2TOi BO3PACTHON KaTeropuu Cpeiau KpUTEpUEB ageKBATHOCTHU
Teparuy Ha IepBhI IUIaH BBIXOAST KpMBasi pocTa U AUHAMMUKa IIPOIrpeccuu
KOCTHOro Bo3pacta. CHUKEHUE CKOPOCTHU POCTa CBUAETEIbCTBYET O Mepeao-
3MPOBKE INIIOKOKOPTUKOUAOB. YBEJIMYEHUE CKOPOCTU POCTa IO CPaBHEHUIO
C BO3pacTHBIMUA HOPMaMM U OMEpPeXeHHE MacIOPTHOIO BO3pacTa KOCTHBIM
Oosiee yeM Ha roj 3a 1 roJ roBOpsIT O HEAOCTATOUHOM 103€ TJIIOKOKOPTUKOU -
noB. LleneBoiM ypoBHeM 170HP gaBnseTcs BepxHsisi rpaHWIla HOPMbI WU
HECKOJIBKO BBIIIE. Y AeTell A0 Hauaja Iyoeprara M AeBOYEK-IIOAPOCTKOB
MHMOPMATUBHBIM MOXKET ObITh ONpeaeJeHue YPOBHSI TeCTOCTEPOHA, KOTO-
pBIii OTpaxkaeT MIMTEJbHOCTD CYIIECTBYIOIIEH TunepaHaporeHuu. Hebdon-
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1oe nosbliieHre ypoBHS 17OHP npu HOpManibHBIX YPOBHSIX TECTOCTEPOHA
He TpeOyeT MOBBILIEHHUS 103bl TUIPOKOPTU30HA.

Ocoboro BHMMaHus TpebOyioT mompoctkn ¢ BJAKH, mockonbKy B 3TOT
BO3pACTHOI Mepuoj omnpenesercs oyayinast GepTUIbHOCTh U PeaTU3yeTCs
pocToBoii moTeHIMad. Ilepeno3rpoBKa IIIOKOKOPTUKOUIOB B 3TO BpeMs
MPUBOIUT K KOHEUYHOII HU3KOPOCIOCTH MAalMEHTOB. B CBsSI3M ¢ 0COOEHHO-
CTAIMU MeTaboaM3Ma KOPTU30Jla B MEpPUOJ MybepTata O4Y€Hb CJIOXHO HO0-
OUTbHCS aeKBAaTHOTIO IOAaBAeHHUs TUIIepaHIPOIeHUH, He BbI3bIBasl IIPU 3TOM
CUMIITOMOB TIepeno3upoBku. [loaroMy HaOm0maTh 3a IMOAPOCTKAMM C
BAKH Heobxoaumo 1 pa3 B 3 mec. B naHHOI BO3pacTHOI rpyIine BO3MOXKEH
Tepexo. Ha IpernapaThl ITIOKOKOPTUKOMIOB MPOJIOHTMPOBAHHOIO JEHCTBUS
(TIpegHM30JI0H, AeKcaMeTa3oH). KpuTepusaMm ageKBaTHOCTU Tepalldy CIIy-
XKaT IMHAMUKa pOCTa U Beca, a TaKXKe CKOPOCTh MPOTPECCUU TTOJIOBOTO pa3-
BuTus. Kak rurnepaHaporeHusi, Tak U SITPOr€HHBINA TUIEPKOPTULIU3M IIpU-
BOIAT K 3a7epXKKe IMOJIOBOTO Pa3BUTHSL.

B cnywae miutenbHOU nekoMmeHcalnu 3a00JeBaHUS HEOOXOAUMBI JIO-
MOJIHUTEIbHbIE METOAbI 00cienoBaHusl. YToObl MCKIIIOUUTh Pa3BUTUE BTO-
PUYHBIX aneHOM, mpoBoauTcsa Y3M Hanmo4eyHUKOB. Y MaJb4MKOB JOITOJ-
HUTEJbHO TIpoBOAUTCS Y3U siMueKk ¢ 1ieJIblo BBISIBJICHUST TUIIePIIa3uu K-
TOIMPOBAHHOM HAAIIOYEYHUKOBOM TKaHU B sIMUKaX. Hajnuuume BTOPUYHBIX
aZcHOM B HaAIIOYeYHMKaX WM OOBbEeMHBIX 00pa30BaHU B SIMUKax TpeOyeT
YXKECTOUEHUST KOHTPOJISI TUIepaHAPOreH. B Takux ciydasix Win moBbIlla-
€TCsl 1032 TUAPOKOPTU30HA, WIM TAllMeHT MEPEBOAUTCS C TUAPOKOPTU30HA
Ha mpernapaTbl TJIIOKOKOPTUKOMIOB MPOJOHTMPOBAHHOIO JE€UCTBUSL.

Ileproabl IIUTEABHOM MePen03UPOBKU ITIOKOKOPTUKOUIOB MOTYT BbI3bI-
BaTb OCJIOXHEHUsI, K KOTOPbIM OTHOCSITCSI OKUPEHUE, TUIIEPUHCYIMHEMMUS
U MHCYJIMHOPE3UCTEHTHOCTh. B 1€TCKOM U MOAPOCTKOBOM BO3pacTe AJaHHbIE
OCJIOXKHEHUS He TPeOYyIOT TOMOJHUTEILHOTO 00CIe0OBaHMSs, a TIPU JICUSHUU
MOMMMO KOPPEKILIMU MIIOKOKOPTUKOUIHOW Tepanvu MPUMEHSIIOTCS TUETO-
Tepanusl U pu3ndecKue Harpy3Kku.

Bo Bce Bo3pacTHbIE MepuoIbl, KpOME TPYAHOro BO3pacTa, Ui KOPPEKIMU
MMHEPATOKOPTUKOMIHON Tepalliy MCITOJIb3YeTCsI yPOBEHb aKTMBHOCTH PEHMHA
IJ1a3Mbl, KOTOPbIA HEOOXOAMMO TOIAEPKMBATh HA BEpXHEW I'paHULE HOPMBI.
JnurenbHask mepeno3rupoBKa MUHEPATOKOPTUKOUIOB MPUBOAUT K CTOMKOM ap-
TepUAIbHOM TUTIEPTEH3MH 1 CHIDKEHUIO YPOBHS peHrHA. B Takux ciyJasix CHU-
JKEeHHUe J03bl (PIyIpOKOPTU30HA HYXKHO MPOBOAUTH IO KOHTPOJIEM aKTUBHO-
CTU pPEHWHA IUIa3Mbl, T. K. HOpMaJM3alusl apTepyualbHOIO JABJICHUS MOXET
MPOMCXOIUTh MEIICHHO U JaXe IOTpeOOBaTh BPEMEHHOIO HAa3HAUCHUSI TUIIO-
TEH3WMBHOI Tepanuu (MCHOJb3YIOTCS OJIOKATOPhI KaJbLUUEBbIX KAaHAIOB).

[ToBblllIeHEe aKTUBHOCTM pEHMHA IUIa3Mbl Jaxe MPU OTCYTCTBUU 3JIEKT-
POJIMTHBIX U3MEHEHUI TUKTYeT HEOOXOAMMOCTh YBEJIMUCHUS JO3bI MUHEPa-
JIOKOPTUKOWIOB.
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JleueHMe NpMn OCTPbIX COCTOSHUAX

Pexomenoauuu: yseauuenue 003vl enoKkokopmukoudos mpedyemcs y demeli ¢
Kaaccuueckumu gopmamu deguyuma 21-eudpokcunazvl npu npucoeouHeHuu
UHMepKyppeHmublx 3abonresanuii ¢ memnepamypoii eviuie 38°C, npu eacmposm-
mepumax ¢ 00e360CU8AHUEM, NPU XUPYPUHECKOM NeHeHUU U NPU CePbe3HbIX
mpaemax (1++).
B ciydyae mcuXo3MOLIMOHANIBHBIX UM (DU3MYECKUX HArpy30K IOBBIILICHUS
J103bl TJIIOKOKOPTUKOUAOB He TpeoyeTcs (1+).
Hetu ¢ xiaccuyeckumu copmamu BIIKH Bcerna 1okHbI UMeTh MPU Ce-
0e nmHpopMalMIio 0 cBoeM 3a00JIeBaHUM U TTOJydyaeMoi Teparmuu (2+).
Hetn ¢ gedpunuroMm 21-THapoKCHUIa3bl UMEIOT XPOHUUYECKYIO HaaIoded-
HUKOBYIO HEIOCTAaTOYHOCTb, CJAEA0BATEIbHO, BEIOPOC TOCTATOUHOIO KOJIM-
YyecTBa INIIOKOKOPTUKOUAOB KaK peakKllys Ha CTPeCC y HUX HEBO3MOXKEH. DTO
IUKTYeT HEOOXOOMMOCTH ITOBBIIICHMSI O3Bl TTIOKOKOPTUKOUIOB B TaKHX
clydasix, Kak orepaTHBHOE JieYeHUe, JUXOpaaKa, 00e3BOXKMBAHUE WU TsI-
KeJast TpaBMa. I1pu MHTEpKYppPEeHTHBIX 3a00J1€BaHUSIX 1032 IITIIOKOKOPTUKO-
HUIOB yBenmnuuBaeTcs B 2—3 pasa. [Ipu pa3BuTum ampeHaIOBOTO KpH3a Tpe-
OyeTcsl mapeHTepaibHOE BBEIEHUE IIIOKOKOPTUKOUIOB.
Hixe npencrapiieHa cxeMa BeIeHUS MTallMeHTOB C alpeHaI0BbIM KPHU30M:
e THAPOKOPTU30H, 25—50 MI B/M (CaMOCTOSITEILHO, M0 TOCIUTAIU3AINHN).
ITocne rocnuTanu3anuy B CTallMOHApE:
e TMAPOKOPTU30H (cycreHsusd, npenapar Cony-kopred), 100 mr/m?> —60-
JIFOCHO;
e NaCl, 0,9% + rmoxosza, 5—10%, 450—500 mu/mM> — 1 uyac, 3arem
2—3 n/m2/cyr;
e ruapokoptusoH, 100—200 mr/m2/cyT, B/B KaneabHo — 1—2 cyT;
e KOHTpPOJb YPOBHEM Kanusl, HaTpusl, ToKo3bl, a Takke AJl, HCC kaxabie
2 u;
e IIpY HOPMaJIM3allUM YPOBHEM Kajiusl, HAaTpUsI — MepeXoa Ha B/M BBEIACHUE
TUAPOKOPTU30HA C ITOCTENICHHBIM CHMKEHHUEM 03I M IIEPEXOIOM Ha IIe-
popajbHbIe Mperaparhl;
(GAYyIpOKOPTU30H HAa3HAYAIOT IpU A03¢ ruapoKopTtu3zoHa < 50 mr/cyr.

Xupypruueckoe nedveHme

Pexomenoauuu: sne 3asucumocmu om cmpoeHust HAPYICHbIX NOA0BbIX OP2AHOB
npu depuyume 21-eudpoxcunazvl demu ¢ kapuomunom 46,XX eocnumoiearomes
8 JceHckom nose (2+).

DOeMUHM3KUPYIONIAS IIACTHKA IIPOBOIUTCS HA IIEPBOM TONY XXU3HU B CIIE-
LUATU3UPOBAHHBIX CTAllMOHAPAX, MMEIOIINX OITBIT ITPOBEACHMSI TAKUX OIIe-
pauuii ¥ cieuuaaIu3MpoBaHHYI0 KOMaHAY XUPYProB, aHECTE3MOJOIOB U SH-
TOKPUHOJIOTOB (2++).
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B HacTos1ee BpeMst IIsl IeBOYEK ¢ HU3KOM CTEIIEHbIO BUPWIM3AUN (IO
3 creneHu mno kinaccudukanuu I[lpagep nmpu HU3KON TNOACHUHKTEPHOI
(bopMe yporeHMTaJIbHOrO0 CUHYCa) PEKOMEHIYETCS MPOBEACHUE OJHOITAII-
HOM TUTACTMKM, BKJIIOYAIOIIEH KIMTOPOIJIACTUKY C COXPAaHEHUEM COCYAM-
CTO-HEPBHOTIO Iy4Ka M MHTPOUTOIUIACTUKY. /151 IeBOUEK C BBICOKOI (op-
MO YpOT€HHUTAJIbHOTO CHUHYyCa CPOKM M 00BbEM XUPYPrAYECKOTO BMEIa-
TEJTbCTBA /IO HACTOSIIIIETO0 MOMEHTa IUCKYyTUpyloTcs. [lpoBeaeHue omHO-
ATAITHOTO JIeYeHUsI B MJIAJICHYECKOM BO3pacTe UMEET KaK CBOU IPEUMYILIe-
cTBa (OMHOATAITHOCTD JICYCHUSI, BO3MOXHOCTh MCITOJIb30BAHUS IPEIyLU-
aJIbHOI TKaHM [JIS1 THTPOUTOIUIACTUKI ), TaK ¥ HEAOCTaTKH ((popMUpOBaHIE
pyOLIOBOTrO CTEHO3a Bjarajuiiia, 4To TpeOyeT Oy>KMpOBaHUS WU MMOBTOPHOM
omnepauuu). [1pu AByX3TalTHOM JICUEHUU TIEPBBIA 3Tal, BKIIOUAIOIINIA KITH-
TOPOILIACTUKY M IIPU HEOOXOAMMOCTH pacCeUeHNE YPOIreHUTAIbHOIO CUHY-
ca, BBITIOJIHSIETCSI Ha TIEPBOM TOAY KM3HU, a BTOPOM 3Tall — MHTPOUTOILIA-
CTUKA — TI0CJIe JOCTVDXKCHUS XOPOIEel 3CTpOreHn3aluuy reHuTanuii. Tpeoy-
IOTCSI JaIbHEHIINe UCCIeIOBaHNs C OLICHKOM KOCMETUYECKOTO pe3y/IbTara 1
(byHKIIMOHATILHOI COCTaBJISIONIEH BO B3pOCIOM BO3pacTe.

AdononHuTenbHble MeToAbl JIeYeHUN

Pexomenoauuu: B pedkux cayuasx y nayueHmok ¢ HeKOHMpPOAUPYEMOU eune-
panopoeeruell u/uiu becnaoduem npu ycaoeuu 00CMamo4Hol NPUBEPICEHHOCMU
K JaeueHuro modcem Obimb nposedena adpeHanrdkmomus (2+).

JlomoHUTEIbHBIE METONbI JISYeHUsI, TaK1e KaK Ha3HaueHHe TOPMOHa poc-
Ta, aHAJIOTOB TOHAIOTPOIINH-PUIN3UHT-TOPMOHA ITPOJIOHTPOBAHHOTO ACHCT-
BUSI M aHTUAHAPOTEHHBIX MPENapaToB, JOKHBI paCCMaTPUBATHCS KaK IKCIIe-
PUMEHTaJIbHBIE U TTPOBOIUTHCS B paMKaX KIMHUYECKUX UCCIENOBaHUI B CIIe-
LUAIM3UPOBAHHBIX LIEHTPAX C pa3pellleHUs] KOMUTETA I10 3TUKe (2+).

e QHAJIOTU TOHAAOTPONMUH-PWIM3UHT-TOPMOHA TPOJOHTUPOBAHHOTO [Eii-
CTBUsI MOT'YT ObITh Ha3HAU€HBI B Cllyyae MpPeXIeBPEeMEHHOIO TOHAaI0TPO-
IMMH3aBACUMOTO II0JIOBOTO Pa3BUTUS IPU HEYIOBICTBOPUTEILHOM POCTO-
BOM TIporHO3€ (KO2(h(UIMEHT CTaHAapTHOTrO OTKJIIoOHeHus (SDS) mpen-
roJjilaraeMoro KoHe4yHoro pocrta < -2,25);

e IIpernapaThl TOPMOHA POCTa TaKKe MOIYT OBITh Ha3HAUYeHBI B CIydae Hey-
JIOBJIETBOPUTEIBLHOTO POCTOBOTO MporHo3a (SDS mpenmnosaraemMoro Ko-
HeyHoro pocta < -2,25);

e AHTUAHIPOTCHHBIC IIperapaThl MOTYT OBITH Ha3HAYEHBI AEBOYKAM IIPHU HE-
YIIOBJIETBOPUTEILHONW KOMIIEHCAIIMU B ITyOepTaTHBINA MEPUO 1T CHUXKE -
HUSI 103bI TJIIOKOKOPTUKOUIOB.

ODHUM U3 OCIIOXKHEHUN muTelbHON nekommeHcanuu BJIKH gpmgercsa
Mporpeccusi KOCTHOro Bo3pacta. Ilpu nocTukeHun myoepTaTHBIX MOKa3aTe-
JIeil KOCTHOI'O Bo3pacTa y JAeTeil MOXKeT pa3BUThCS TOHAAOTPONMH3aBUCUMOE
MpeXIeBpeMECHHOE II0JI0BOe pa3BUTHE. 19 MOATBEp:KICHUS IIPEXKIeBpE-
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MEHHOI aKTUBALIMU TUIIOTAJIAMO-TUTIO(U3apHO-TOHATHOM CUCTEMbI IIPOBO-
IUTCs Mpoba ¢ aHajJoraMM TOHAJOTPONMH-PUIM3UHI-TOpMOHA. B ciydae
HEYIOBJICTBOPUTEIIBHOTO pOCTOBOTO IporHo3a (SDS mpenmonxaraeMoro Ko-
HeyHoro pocTta < -2,25) BO3MOXHO Ha3HaueHMEe aHAJIOTOB TOHAAOTPOITMH-
PUIN3UHT-TOPMOHA MPOJIOHTUpOoBaHHOTO AeiicTBus (dudepenun, JTiokpuH,
JexanenTui-Aerno) mo craHgapTHou cxeme: 3,75 Mr B/M 1 pa3 B 28 cyT.

[TpeHaTtanbHas gnarHocTrKa
M NpeHaTanbHas Tepanus

Pexomenoauyuu: npenamanvhas duaeHocmuka He 1645emcs 0053amenvHoll, npo-
800UmMCs MOALKO NO JICeAanUI0 podumeneil 8 cembsix, UMerouux 001bH020 pedeH-
Ka, U moabKo npu ycaoeuu, 4mo pooumenu 0y0ym npepuleams bepemeHHOCHb
bonvubiM naodom (2++).

[TpeHaranbHas Tepamnus 10JKHA pacCMaTPUBAThCsS KaK 3KCIEPUMEHTab-
Has, MPOBOIMMAs B paMKaX KIMHUYECKUX MCCIEI0BAHUI B CIIEIIMATIM3UPO-
BaHHBIX [ICHTPAX, UMEIOIINX COOTBETCTBYIOIINI ITPOTOKOJI MCCICIOBAaHUS U
paspelieHre KOMUTETA MO ITUKE (2++).

[ mpoBeneHUs IIpeHaTaIbHO AMAarHOCTHMKU HEOOXOOMMO 3HaTh T'€HO-
TUIT 000uX poauteneit. JluarHocTrka nmpoBoauTcs Ha 9—10-it Henmensix rec-
taruu myteMm noaydenus JJHK n3 BopcuH xoproHa u orpenesieHUsT HaJlu-
yusl MyTallMii TeHa, OTBETCTBEHHOro 3a pa3BuTue gaHHou ¢gopmbl BJIKH.

[IpeHaranbpHas Tepanusl MPOBOIUTCS C LENbI0 M30eXKaTh WM CHU3UTH
CTeINeHb BUPUJIM3AIIM HaPYKHBIX ITOJIOBBIX OPraHOB Y IJ1011a KEHCKOTI'O I10-
Ja ¢ nepumuToM 21-rugpokcuiasbl. g Tepanyuy mpuMeHsieTesl JeKcaMmeTa-
30H, KOTOPBIII HE MHAKTUBUPYETCS IIalleHTapHOU 11[-TMApOKCUCTEPOUI-
JNEeruAporeHas3oi u NpoHUKaeT K 11omy. I1ocKoIbKy Tepamus JoJKHA Hadu -
HaTbCSI C MOMEHTA YCTaHOBJICHMSI O€pEMEHHOCTH, KOTla YPOBEHb KOPTHU30J1a
y IUIOJA OYE€Hb HU3KMIA, TO B ONpele/IeHHbIE TTIePUOIbl YPOBEHb TTTIOKOKOP-
TUKOUIOB OyIeT 3HAUMTEIbHO IPeBhIIaTh huznonorndeckuii. IlpeHaTanb-
Has Tepalusl He IMO3BOJIICT M30eXaTh B JaJbHEHIIIeM IMOXM3HEHHOU Tepa-
MMUU U He SIBISIeTCS MPOMUIAKTUKON CONMBTEPSIOIINX COCTOSIHUIA B TTOCIEPO-
IoBOM Ilepuoge. Tepamus IokKa3aHa TOJBKO ILI0JaM XEHCKOTO I10jia ¢ Je-
duunToM 21-ruppoxcunasbl. Hdebuuut 21-rugpokcuiadbl SBASETCS ayTo-
COMHO-PEILIECCUBHBIM 3a00JIeBAHUEM, U B CEMbE, UMEIOIIeil OOJILHOTO pe-
OeHKa, BEPOSITHOCTb OepeEMEHHOCTH 0OJIbHOM 1eBOYKOi cocTasisier 12,5%.
[TockonbKy mpeHaTajlbHast IUarHOCTHKA BO3MOXHA TOJIBKO Ha 10-if Hemese
O6epeMeHHOCTU, TO B 87,5% citydaeB 1101 OyleT HAIpacHO ITOJIyYaTh BhICO-
KHUe I03bl NIIOKOKOPTUKOUIOB ¢ 4—6-i1 1o 10-it Hegenu rectaunu. M3Bect-
HbI OTpMILIATEIbHBIC ITOCICACTBUSI BO3ACHCTBUS JeKCaMeTa30Ha Ha MaTh BO
BpeMs1 OepeMEeHHOCTHU: MaTOJOTMYeCcKMii Habop Beca, HapyIIEHUS YIIEBOMI-
HOTO OOMEHa M PUCK pa3BUTHUs apTepHalbHON rumnepreH3nn. He mo koHia
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HM3y4eHBI BO3MOXKHbBIE 3(P(EeKThl BO3ACHCTBUS BEICOKUX 03 JeKCaMeTa30Ha
Ha IJI0J Ha paHHMX CPOKax recrauyu. BeiencTBue BCero BhIIEU3I0KEHHO-
ro MpeHaTajbHas Tepalus He MOXET ObITh pEKOMEHIOBAHA JJIsI BHEAPCHUS
B KJIIMHUYECKYIO MPaKTUKYy. TpeOyroTcsT JajdbHelIe NCClIeqOBaHNs.

Hns BAKH Bo3MoxXHO mpoBeaeHME NpeauMILUIaHTallMOHHON ITMarHoc-
Tuku. [IpequMILIaHTALIMOHHAS TUATHOCTUKA MOXKET IPOBOAUTHCS TOJBKO
NpyY NOPUMEHEHUM BCIIOMOTaTeJbHBIX PENPOAYKTUBHBIX TEXHOJIOTHI, a
WMEHHO 3KCTpaKkopIriopajibHOro oriogotsopeHus (9KO) ¢ nHTparuiazma-
TUYECKOI MHBEKIMEN ciepMaTro3ouaoB. Ha 3-u cyTku mociie oIiogoTBoO-
peHus (ctagust 6—8 6J1aCTOMEPOB) IMIPOUCXOIUT 3a00P OTHOIO GacToMepa
JUISI TeHETUYeCKOTo aHaiu3a. [1o pe3yabraraM reHeTU4eCKOro TeCTUPOBa-
HUSI, KOTOPOE JOKHO OBITh IIPOBEACHO MaKCUMYM 3a 2 CYT, BEIOMPAIOTCS
SMOPUOHBI, KOTOPhIE PEKOMEHAYIOTCS IJIsl IIepeHoca B MaTKy. Bo3Mox-
HOCTb TIMAarHOCTUKM €Ille 0 HACTYILJICHUsS] OepeMEHHOCTU SIBJISIETCS TJIaB-
HBIM IIPEUMYIIECTBOM IPEIMMILIAHTAIIMOHHOM IMAarHOCTUKM. Takas
IMArHOCTMKA MUHUMU3UPYET PUCK TOTO, UYTO MPUIAETCS IpepBaTh pPa3BH-
THE IUIOJA O FeHeTUYeCKUM mpuuuHaM. HemoctatkaMu mpeauMMILIaHTa-
LIMOHHOM AMATrHOCTUKU SBJISIOTCSI HEOOXOAMMOCTb MPOXOXICHUS JieueO-
Horo nukiaa KO, 10cTaTOYHO BbICOKASI CTOUMMOCTbL. PUCK MOBpeXaeHUs
SMOpUOHA MpPU TPOBEACHUM TPEAUMILIAHTALIMOHHON JIUAarHOCTUKU CO-
craBisieT MeHee 1%, HO YacToTa OIIMOOK AWarHOCTUKU gocturaet 10%.
DTO 00YCJIOBJIIEHO OUYE€Hb MaJIbIM KOJIMYECTBOM I'eHETMYECKOT0 MaTepuiia 1
CXaTBIMM CPOKaMM T€HETUYECKOro aHaln3a.

JlnTepartypa

1. denoB U. U., Tletepkosa B. A. JleTtckas sHgokpuHonorusi. — M.: YII-TIpuHT,
2006.

2. HenoB N. U., Kanunuenko H. 0., Cemuuena T. B. u np. MonexynspHblii aHa-
gm3 reHa CYP2] y maldeHTOB ¢ BPOXIECHHON NMCOYHKIIMENW KOpbl HAAIIOYEUHU -
KOB, 00yclI0BIeHHOI aeduunToM 21-rtuapoxkcunasnl. [1pobaeMbl 9HIOKPUHOIO-
run 2004; Ne 2:3—7.

3. Henos U. U., Opnosckuii K. B., Kapesa M. A. u 1p. MonekysipHasi AMarHOCTU -
Ka KJIaccu4ecKux (hopM BPOXACHHON AUCHYHKLIMM KOPbI HAAIIOUYEYHUKOB (Ie-
¢uiut crepoun-21-ruapokcuiiazpl) MeToaoM aenb-cneurdudeckoit ITLIP.
MonekynsipHas menuiHa 2004; Ne 2:60—65.

4. Balsamo A., Cicognani A., Baldazzi L. et al. CYP21 genotype, adult height, and
pubertal development in 55 patients treated for 21-hydroxylase deficiency. J Clin
Endocrinol Metab 2003; 88:5680—5688.

5. Barzon L., Maffei P., Sonino N. et al. The role of 21-hydroxylase in the pathoge-
nesis of adrenal masses: review of the literature and focus on our own experience. J
Endocrinol Invest 2007; 30:615—623.

329



10.

11.

12.

13.

14.

15.

16.

17.

18.

330

. Bonfig W., Pozza S. B., Schmidt H. et al. Hydrocortisone dosing during puberty

in patients with classical congenital adrenal hyperplasia: an evidence based re-
commendation. J Clin Endocrinol Metab 2009; 94:3882—3888.

. Burgu B., Duffy P. G., Cuckow P. et al. Long-term outcome of vaginal reconst-

ruction: comparing techniques and timing. J Pediatr Urol 2007; 3:316—320.

. Charmandari E., Brook C. G., Hindmarsh P. C. Why is management of patients

with classical congenital adrenal hyperplasia more difficult at puberty? Arch Dis
Child 2002; 86:266—269.

. Charmandari E., Hindmarsh P. C., Johnston A. et al. Congenital adrenal hyper-

plasia due to 21-hydroxylase deficiency: alterations in cortisol pharmacokinetics
at puberty. J Clin Endocrinol Metab 2001; 86:2701—2708.

Clayton P. E., Miller W. L., Oberfield S. E. et al. Consensus statement on
21-hydroxylase deficiency from the Lawson Wilkins Pediatric Endocrine Society
and the European Society for Paediatric Endocrinology. J Clin Endocrinol Me-
tab 2002; 87:4048—4053.

Cornean R. E., Hindmarsh P. C., Brook C. G. Obesity in 21-hydroxylase defici-
ent patients. Arch Dis Child 1998; 78:261—263.

Fernandez-Balsells M. M., Muthusamy K., Murad M. H. et al. Prenatal dexa-
methasone use for the prevention of virilization in pregnancies at risk for classical
congenital adrenal hyperplasia due to 21 hydroxylase (CYP21A2) deficiency: a
systematic review and meta-analyses. Clin Endocrinol (Oxf) 2010; 73:436—444.
Fiet J., Gueux B., Gourmelen M. et al. Comparison of basal and adrenocortico-
tropin-stimulated plasma 21-deoxycortisol and 17-hydroxyprogesterone values as
biological markers of late-onset adrenal hyperplasia. J Clin Endocrinol Metab
1998; 66:659—667.

Girgis R., Winter J. S. The effects of glucocorticoid replacement therapy on
growth, bone mineral density, and bone turnover markers in children with conge-
nital adrenal hyperplasia. J Clin Endocrinol Metab 1997; 82:3926—3929.
Hagenfeldt K., Janson P. O., Holmdahl G. et al. Fertility and pregnancy outco-
me in women with congenital adrenal hyperplasia due to 21-hydroxylase defici-
ency. Hum Reprod 2008; 23:1607—1613.

Hargitai G., Sylyom J., Battelino T. et al. Growth patterns and final height in
congenital adrenal hyperplasia due to classical 21-hydroxylase deficiency. Results
of a multicenter study. Horm Res 2001; 55:161—171.

Janzen N., Peter M., Sander S. et al. Newborn screening for congenital adrenal
hyperplasia: additional steroid profile using liquid chromatography-tandem mass
spectrometry. J Clin Endocrinol Metab 2007; 92:2581—2589.

Lin-Su K., Vogiatzi M. G., Marshall I. et al. Treatment with growth hormone
and luteinizing hormone releasing hormone analog improves final adult height in
children with congenital adrenal hyperplasia. J Clin Endocrinol Metab 2005;
90:3318—3325.



BeneHne naumeHToB ¢ BPOXAESHHOM AMCHYHKLMEN KOPb! HAAMOYEYHMKOB B JETCKOM
BO3pacTe

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

Martinez-Aguayo A., Rocha A., Rojas N. et al. Testicular adrenal rest tumors and
Leydig and Sertoli cell function in boys with classical congenital adrenal hyper-
plasia. J Clin Endocrinol Metab 2007; 92:4583—4589.

Matern D., Tortorelli S., Oglesbee D. et al. Reduction of the false-positive rate in
newborn screening by implementation of MS/MS-based second-tier tests: the
Mayo Clinic experience (2004—2007). J Inherit Metab Dis 2007; 30:585—592.
Merke D. P., Keil M. F., Jones J. V. et al. Flutamide, testolactone, and reduced
hydrocortisone dose maintain normal growth velocity and bone maturation des-
pite elevated androgen levels in children with congenital adrenal hyperplasia. J
Clin Endocrinol Metab 2000; 85:1114—1120.

Meyer-Bahlburg H. F., Dolezal C., Baker S. W. et al. Cognitive and motor deve-
lopment of children with and without congenital adrenal hyperplasia after ear-
ly-prenatal dexamethasone. J Clin Endocrinol Metab 2004; 89:610—614.
Miller W. L. Genetics, diagnosis, and management of 21-hydroxylase deficiency.
J Clin Endocrinol Metab 1994; 78:241—246.

Moran C., Azziz R., Carmina E. et al. 21-Hydroxylase-deficient nonclassic adre-
nal hyperplasia is a progressive disorder: a multicenter study. Am J Obstet Gyne-
col 2000; 183:1468—1474.

New M. 1., Carlson A., Obeid J. et al. Prenatal diagnosis for congenital adrenal
hyperplasia in 532 pregnancies. J Clin Endocrinol Metab 2001; 86:5651—5657.
New M. 1., Lorenzen F., Lerner A. J. et al. Genotyping steroid 21-hydroxylase
deficiency: hormonal reference data. J Clin Endocrinol Metab 1983 57:320—326.
Nordenstrom A., Thilén A., Hagenfeldt L. et al. Genotyping is a valuable diag-
nostic complement to neonatal screening for congenital adrenal hyperplasia due
to steroid 21-hydroxylase deficiency. J Clin Endocrinol Metab 1999; 84:1505—
1509.

Pang S. Y., Wallace M. A., Hofman L. et al. Worldwide experience in newborn
screening for classical congenital adrenal hyperplasia due to 21-hydroxylase defi-
ciency. Pediatrics 1998; 81:866—874.

Speiser P. W., Agdere L., Ueshiba H. et al. Aldosterone synthesis in salt-wasting
congenital adrenal hyperplasia with complete absence of adrenal 21-hydroxylase.
N Engl J Med 1991; 324:145—149.

Speiser P. W., Azziz R., Baskin L. S. et al. Congenital adrenal hyperplasia due to
steroid 21-hydroxylase deficiency: an Endocrine Society clinical practice guideli-
ne. J Clin Endocrinol Metab 2010; 95:4133—4160.

Speiser P. W., Dupont B., Rubinstein P. et al. High frequency of nonclassical ste-
roid 21-hydroxylase deficiency. Am J Hum Genet 1985; 137:650—667.

Speiser P. W., Dupont J., Zhu D. et al. Disease expression and molecular genoty-
pe in congenital adrenal hyperplasia due to 21-hydroxylase deficiency. J Clin In-
vest 1992; 90:584—595.

Stikkelbroeck N. M., Beerendonk C. C., Willemsen W. N. et al. The long term
outcome of feminizing genital surgery for congenital adrenal hyperplasia: anato-

331



34.

35.

36.

37.

38.

332

mical, functional and cosmetic outcomes, psychosexual development, and satis-
faction in adult female patients. J Pediatr Adolesc Gynecol 2003; 16:289—296.
Therrell Jr. B. L., Berenbaum S. A., Manter-Kapanke V. et al. Results of scree-
ning 1.9 million Texas newborns for 21-hydroxylase-deficient congenital adrenal
hyperplasia. Pediatrics 1998; 101:583—590.

Van der Kamp H. J., Oudshoorn C. G., Elvers B. H. et al. Cutoff levels of
17-a-hydroxyprogesterone in neonatal screening for congenital adrenal hyperpla-
sia should be based on gestational age rather than on birth weight. J Clin Endocri-
nol Metab 2005; 90:3904—3907.

Van Wyk J. J., Ritzen E. M. The role of bilateral adrenalectomy in the treatment
of congenital adrenal hyperplasia. J Clin Endocrinol Metab 2003; 88:2993—2998.
Volkl T. M., Simm D., Détsch J. et al. Altered 24-hour blood pressure profiles in
children and adolescents with classical congenital adrenal hyperplasia due to
21-hydroxylase deficiency. J Clin Endocrinol Metab 2006; 91:4888—4895.
White P. C., Speiser P. W. Congenital adrenal hyperplasia due to 21-hydroxylase
deficiency. Endocr Rev 2000; 21:245—291.



(MenrepanbHble
KAVMHWYecKne
peKoMeHAaUNW
(NMPOTOKOABI)

NO AVBrHOCTMKE

VI ABYEeHUIO
rNONUTYUTapK3Ma

vV AeTel 1 NOAPOCTKOB



CnMCoK coKpaLLeHu

AIT — AHTUANYPETUYECKUIA TOPMOH

AKTI' — aapeHOKOPTUKOTPOITHbINA TOPMOH

I'TI — TUIOIIUTYUTAPU3M

HUIAT'P — u3onupoBaHHBIN Ne(UIIAT TOPMOHA pocTa

NDP-1 — mHcynuHONOmoOHEIN (akTop pocra 1

KT — KOMIIbIOTEpHAsT TOMOrpadus

JIT — JIIOTEMHU3UPYIOLIUI TOPMOH

MPT — MarHuTHO-pe30HaHCHas ToMorpadusi

pI'P — pPeKOMOWHAHTHBIA TOPMOH pOCTa

PKUA — PaHIOMU3UPOBAHHbIE KIMHUYECKUE UCCIEAOBAHUS

CTr — COMAaTOTPOITHBIII TOPMOH

CTT-PI' — CTT-puM3UHT TOPMOH

TTT — TUPEOTPOITHbIA TOPMOH

dCr — (HOJUIMKYIOCTUMYJIUPYIOUIUI TOPMOH

XTI — XOPUOHUYECKUI TOHAZOTPOIIUH

HHC — LIEeHTpaJibHasi HepBHasl cUcTeMa

1P — LIeJIeBOM pOCT

29T — aJIeKTposHLEedhanorpapus

SD — cra"gapTHoe oTkioHeHMe (standard deviation)

SDS — K03 UILIMEHT CTaHAApTHOro OTKJOoHeHus (standard deviation
score)

T, — TUPOKCUH
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[narHocTrnka v nedeHne rmnonuTymuTapmama y getem n nogpocTKoB

MeTononoruga

MeTtopl, HCNOJIb30BAHHBIE IS cOOpa/CesleKMU T0KA3aTeNbCTB:
e TIOMCK B DJIEKTPOHHBIX 0a3ax ITaHHBIX.
Onucanue MeTO0B, MCIOJb30BAHHBIX JJIsi COOpa/ceNieKIUN J0KA3aTe/IbCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeToabl, UCNO/Ib30BAHHDIE ISl OIIEHKH KAYeCTBA M CHJIbI I0KA3aTeIbCTB:
e KOHCEHCYC 9KCIEPTOB;
e OIlIEHKA 3HAYMMOCTHU B COOTBETCTBUMU C PEUTUHTOBOU cxeMoii (Tadi. 1, 2).

Ta6nuua 1. PeiiTuHroBas cxema fns OLEHKM CUMbl PeKOMeHaLUR

YpoBHHU 10Ka-
3aTeJIbHOCTH

Onucanue

1++

1+

2++

2+

MeTaaHanm3bl BBICOKOTO Ka4ecTBa, CUCTEeMAaTUYECKUe 0030pbl PaHIOMU3NPO-
BaHHBIX KOHTpoJupyembix uccienoBannii (PKW) nnmu PKU ¢ oueHb HU3KUM
PUCKOM CUCTEMATHYECKUX OLIMOOK

KauecTBeHHO mpoBeneHHbIE MeTaaHAIU3bI, cucTeMaTudeckue 003opsl PKU,
wii PKM ¢ HM3KMM PUCKOM CHCTEeMaTUYECKUX OLIMOOK

Metaananussl, cuctematudeckue 063opsl PKHM, nnmu PKU ¢ BeicokuM puc-
KOM CHCTeMAaTUYeCKUX OIIMOOK

BbicokoKauecTBeHHbIE CHUCTeMaTUYeCKue 0030pbl UCCIIENOBAHUMN «CTydai—
KOHTPOJIb» WJIM KOTOPTHBIX MCCIeNOBaHMi. BbhicOKOKauecTBeHHbIE 0030pbI
MCCIEI0OBAHMM «CITy4aii—KOHTPOJIb» WJIM KOTOPTHBIX MCCIIEIOBAaHUI C OYEHb
HU3ZKUM PUCKOM 3(DGHEKTOB CMEIIUBAHUS WM CUCTEMAaTUIECKUX OIIMOOK 1
CO cpenHell BepOSITHOCTbIO MTPUYMHHO-CIICNICTBEHHOM CBS3U

Xopolo MpoBeAeHHbIE UCCIEIOBAHMS «CTy4ail—KOHTPOJIb» WM KOTOPTHBIE
MCCIeIOBAHMS CO CPEIHUM PUCKOM 3(PGHEKTOB CMEUIMBAHUS WM CUCTEMAaTU-
YECKMX OLIMOOK U CPEAHE BEPOSTHOCTHIO MPUUMHHO-CICICTBEHHOW CBSI3U

WccnenoBanusi «ciaydyail—KOHTPOJIb» WIM KOTOPTHBIC MCCIIEIOBAHUSI C BbICO-
KUM pUCKOM 3((HEKTOB CMEIIMBAHUS UM CUCTEMAaTUYECKUX OLIMOOK U CO
CpeaHeil BEpOSTHOCTBIO MTPUUMHHO-CIEICTBEHHON CBSI3U

HeananuTtuyeckue ucciaenoBaHus (HarIpuMep: OMKUCAaHUE Ciy4aeB, cepuit
clyJyaeB)

MHeHue 3KCTepToB

MeTtoapl, HCMOJIb30BAHHBIE IJI AHAJIN3A 10KA3aTebCTB:
e 0030pHI ITyOJIUKYeMBIX MEeTaaHaJI30B;
e crcTeMaThyeckre 0030pbl ¢ TabaulaMu J0KAa3aTeJIbCTB.
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Onucanne MeTOA0B, HCNOJIb30BAHHBIX JJISI AHAJIM3A J0KA3aTeIbCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTHroBas cxema Aans OLEHKI Ka4eCTBa PeKOMeHJaLnii

Cuna  Onucanue

A [To mMeHbIIelt Mepe ONMH MeTaaHalIu3, cucTeMaTuiyeckuii o63op uau PKU, oueHeH-
HbIE KaK |++, HampsIMyto TIpUMEHMMBIE K 1IeJIEBOM TMOIMYJISILIMU U IEMOHCTPUPYIOIINE
YCTOMYUBOCTh PE3YJIbTATOB.

Jlubo rpymna 1oKa3aTeabCTB, BKIOYAIOLLAS Pe3yJbTaTbl UCCIEJOBAHUI, OLEHEHHbIE
Kak |+, HAMpsSMYI0 MPUMEHUMBIE K LIEJIeBOI MOMY/ISIUMU U JeMOHCTpUpPYIOLIKe 00-
LIyI0 YCTOWYMBOCTD PE3yJIbTATOB

B I'pymmna moKa3aTelbCTB, BKIIOUANONIAS PEe3YIbTaThl UCCACIOBAHUIA, OIIEHEHHBIE KaK
24+, HANPSIMYIO MPUMEHMUMBIE K LIEJIEBOI MOMYJISALMKA U AEMOHCTPUPYIOIINE OOIIYIO
YCTOMYUBOCTh PE3yJIbTATOB.

JIubo noxazaTeabCTBa, SKCTPANOJIMPOBAHHbBIE U3 UCCIENOBAaHUMN, OLIEHEHHBIX KaK 1++
w1+

C I'pynma mokKasaTenbCTB, BKITIOUYAKONIAs pe3yIbTaThl UCCICIOBAHWI, OIIEHEHHBIE KaK
2+, HAMPSIMYIO MIPUMEHUMBbIE K LI€JIeBOW MOMYJSILIMKA U IEMOHCTPUPYIOLIUE OOIIYIO
YCTOMUYMBOCTDb Pe3y/IbTaTOB.

Jlubo nokasaTenbCTBa, SKCTPATIOIUPOBAHHBIE U3 UCCIIEIOBAHUI, OLIEHEHHBIX KaK 2++
D Jloka3zaTenbCTBa YPOBHS 3 wiH 4.

Jlu6o noxasarejibCTBa, SKCTPAIIOIMPOBAHHbIE M3 UCCIIENOBAHMIA, OLEHEHHBIX KaK 2+

Nunukatopsl Hagnexameid npaktuku (Good Practice Points — GPPs)

PexoMmennyemast Hamjexaiiasi nMpakThka OasupyeTcsi Ha KIMHUYECKOM
OTbITe WIEHOB paboyeil TPyImbl MO pa3paboTKe PeKOMEHAAINIMA.

DKOHOMUYECKHIA aHAIM3

AHalM3 CTOMMOCTHU He MPOBOIUJICS, U MyOJUKalMu Mo HapMakKoIKOHO-
MUKE HE aHaJTM3UPOBAIUCH.

MeToapl BATMAM3AIMA PeKOMEHIAINIA:
e BHEIIIHSISI SKCIIEPTHAs OLIEHKA;
e BHYTPEHHSsISI OKCIIEPTHAS OIEHKA.

Onucanue MeTOIOB BAIMIN3ANNN PEKOMEHIAIMIA

Hacrosiiue pekoMeHaaiuu B nMpeaBapuTebHON BEPCUU ObUIM pelieH3U-
POBaHbl HE3aBUCUMBIMU IKCTIEPTAMU, KOTOPBIX TTOTTPOCUIN MPOKOMMEHTH -
poBaTh IMpeXe BCEro TO, HACKOJIbKO MHTEPIPETALIMS T0KA3aTeIbCTB, JiexkKa-
IIKUX B OCHOBE peKOMEHJAIIUI, JOCTyHA IS TOHUMAaHUS.
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[TomydeHBI KOMMEHTAPUM CO CTOPOHBI Bpauell ITIepBUYHOrO 3BeHA U yda-
CTKOBBIX MEIUaTPOB B OTHOIIEHUU TOXOAYMBOCTU M3JIOXKEHUSI PEKOMEH/Ia-
L1 U OIIEHKM BaXXHOCTH PEKOMEHIAIIMI KaK pabouyero MHCTPyMEHTa I0-
BCETHEBHOM MPAKTUKMU.

KoncyabTanum U 3KCnepTHas OleHKa

[NocnenHue M3MeHEHMST B HACTOSIIIMX PEKOMEHIAIINUSIX ObUIM B IIpeaBapy-
TeJIbHOI BEPCUM IIPeACTaBICHBI WIS JUcKyccun Ha KoHrpecce sHIOKPUHO-
JoroB 20—22 masg 2013 r. (MockBa), Ha KOH(pepeHLUIX JETCKUX SHI0KPH-
HostoroB 22—23 mioHs 2013 r. (ApxaHrenabck) u 5—6 centsiops 2013 r. (Co-
un). [IpegBapuTtenbHast Bepcusl BhICTaBJICHA IJIsI IIMPOKOTO OOCYKICHMST Ha
caiite ®I'BY DHII, njisg Toro 4yToObI JIMlIa, HE YJACTBYIOIIME B KOHTpecce 1
KOH(MEpeHLUsIX, UMEIN BO3MOXHOCTb IPUHSITHh y4acTHE B OOCYXIEHUU U
COBEPIICHCTBOBAHUN PEKOMEHIALINIA.

ITpoexT pekoMeHaaluii OyneT pelieH3UPOBaH TakKe HE3aBUCUMBIMU DKC-
nepTamMu, KOTOPBIX TMOIMPOCHIM ITPOKOMMEHTHUPOBATh IIPEXKIE BCETO MOXOMI-
YMBOCTh M TOYHOCTh MHTEpIpPEeTAllny AoKa3aTeJIbHOI 0a3bl, JiexXalleil B
OCHOBE PEKOMEHIALIUNA.

Pa6ouas rpynma

71 oOKOHYATeIbHOM pedaKLMU M KOHTPOJII KauyecTBa PeKOMEHIAN OY-
IyT MOBTOPHO TMPOaHaIU3MPOBAHbI WieHAMU paboyeil IpymIibl C LENbIO YI0-
CTOBEPUTHCS, YTO BCE 3aMeYaHMUs M KOMMEHTapUU SKCIIEPTOB IPUHSTHI BO
BHMMAaHHWE, PUCK CHUCTEMAaTHUYSCKUX OIIMOOK IpU pa3paboTKe peKOMeHaa-
LU CBeleH K MUHUMYMY.

Cwnta pekomeHgaumii (A—D) mpuBoaUTCS MPU U3TTOKEHUU TEKCTa peKO-
MEHIALNA.

OnpepeneHne n knaccudpukaums
rMnonuTynTapuamMa

T'unomuryurapusm (I'TT) [kon mo MKDb E23.0] — sHnokpuHHoe 3abosieBa-
HUe, 00YCJIOBJIEHHOE TTOJIHBIM MJIM YaCTUYHBIM TIOIaBJIEHUEM CEKPEIIM Of-
HOro UM 6ojee TopMOHOB afgeHorunodusa. Hanbonee yacto BcTpeuaeTcsa
neduut comatoTpornHoro ropmoHa (CTI'), KOTOphIil MOXKET OBITH M30JIM-
POBaHHBIM UJIM COYETAThCS C ACHUIUTOM APYTUX TPOITHBIX TOPMOHOB.

Yacrora I'Tl y mereit komebmercsa ot 1:4000 mo 1:10 000 HoBOpOXIEH-
HbIX (B).

Paznuyaior BpoKaeHHbI 11 MPUOOPETEHHDbI TUTTIOMUTYUTAPU3M, T. €. TUIIO-
MMUTYTapu3M, MaHU(ECTUPYIOIIMI B JIIOOOM BO3pacre IOCe POXICHMSI.
Bpoxnennsriit ['TI MmoxXeT pa3BUThCs B pe3yiIbTaTe IIPEHATAILHOM W POITOBOIA
TpaBMBbI, MyTalllii TeHOB, KoHTposupytoiux npoaykuuio CTI, BoBaeueH-
HBIX B hopMUpOBaHME TMITO(HU3a UM OTBETCTBEHHBIX 3a ITepeaavy CUTrHalia
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CTT-punusunr-ropmona (CTI-PTI'). ITomumo storo BpoxaeHHsbIi I'TI Mo-
JKeT SIBJISITbCSI COCTABHOM YacCThIO «CUHIPOMOB Je(eKTa CpPeIHEro Mo3ras.
Haunbonee yacToli maTtojiorueii B 3TOi TpyIIe SIBISICTCS CENTOONTUYECKast
JIVCIIa3usl, XapaKTepu3YIollasicsl areHe3ueil/TUMoria3ueil  3puTesIbHBIX
HEPBOB MPO3pPavyHOIl ITepPeropoK U MO30JMCTOrO Teja U pa3HOl CTEeNEHbIO
HapymeHuit 3penus (D).

I'TT MOXeT ObITh OpraHUYEeCKUM (3TUOJIOTUYECKUI (DAaKTOP BBISIBJCH) WU
MIMOTIaTUYECKUM, CeMEHHBIM (HACIEACTBEHHBIM) WM CIIOPAAUYECKUM, C
BBISIBJICHHBIM T€HETUYECKUM AC(PEKTOM MU HEBBISIBIICHHBIM.

B Hactosiiee Bpems cunapom aedunura CTT y mereit paccMarpuBaeTcs
KaK KOMILJIEKC MaTOreHeTUYEeCKU pa3IMnUHbIX 3a00IeBaHU, 00beAMHEHHBIX
0o01Ieill KIMHUYECKON CUMOTOMATUKOIM.

Enunoit obmenpunsToit knaccudukanuu I'TI He cymectByer. Hanbonee
YIOOHOM JUIST KIMHULIMCTOB CUMTaeTCs KiaccuduKalius, B OCHOBE KOTOPOI
JiexaT MPUYMHBI TUMOMUTYUTApr3Ma.

I. BpoxneHHbIA TUIONUTYUTAPU3M:
1. HaciencrBeHHblii:
HUzoauposannviii dedpuuyum CTT:
A. Myraumun resa CTT' (GHI):
1) Tum IA: genenus rena CTT', ayrocoMHO-pelieCCUBHBIN TUIT Ha-
cnepoBanus (Illig-tun necdunura CTT).
2) Tun IB: ayToCOMHO-pELIECCUBHBIN TUI HACJAEAOBAHMSI.
3) Tun II: ayTocCOMHO-TOMWHAHTHBINA TUIT HACJIETOBAHUS.
4) Tun III: X-cueruieHHast peliecCMBHas hopMa HacliedOBaHUS.
b. Myraumun rena penentopa K CTI'-PT' (GHRHR):
Mnooscecmeennwiii dechuuum zopmonoe adenozunogusa:
1) Myrauuu rena PITI.
2) Myrauuu reHa PROPI.
2. Unnonatnyeckuii aeuur CTI-PT.
3. JledekThl pa3BUTHS TMNOTAJaMO-TUNO(GU3APHON CHCTEMbI:
1) IlaTtonmorust cpeaAMHHON TPYOKU:
aHoaHILedanus;
rojionpo3sHiedanus;
CeNTOONTUYECKas TUCILIa3Ksl.
2) Qucrene3 runodusa:
BpOXJIEHHas arjas3us runodusa;
BpOXKICHHAsI TUIOILIA31s TUIIo(hU3a;
9KTOMUS TUTIO(PU3a.
I1. IIpnoGperennnnii I'TI:
1. Onyxomm runmorajamyca v rumnodusa:
KpaHuoGhapuHTUOMA;
ramMapToma;
Heipopudpoma;
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repMUHOMA;
ageHoMa TUIopusa.
Omnyxonu apyrux OTIEeJ0B MO3ra:
[JIMOMa 3pUTEJIbHOTO TIepeKpecTa.
3. TpaBmbI:
YepeITHO-MO3T0Basl TpaBMa;
XUPYPIUYeCKOoe MOBPEXICHNE HOXKM TUIIO(U3a.
4. Undexumyn:
BUPYCHBII, OaKTepHUalbHBINM SHIE(ATIUT U MCHUHIUT;
HecrelpUIecKii (ayTOMMMYHHBIN?) TUTTO(DU3HUT.
CynpaceispHbie apaxHOMAAJbHbIE KHCTBI, Tuapouedanus, CHHIPOM
«IyCTOr0 TYPEHKOro Cemia».
Cocyaucrasa naToJiorus:
aHEBPU3MbBI COCYIOB rumnodusa;
WH(papKT runodusa.
OO0.ryueHre TOJIOBbI M IIEN:
JelikeMusi, MeayJuio0jiacToMa, peTMHO0J1acTOMa;
JIPYTUe OIMyXOJM TOJIOBBI U 1IEH;
ob1ee obyiyueHue Bcero Teia (Hampumep, MpU Tepecagke KOCTHOrO
MO3Ta).
8. Tokcuyeckue MocaeACTBHS XUMHOTEPATHH.
9. UH(uabTpaTUBHBIE 0O0JIE3HU:
TUCTUOIINTO3;
CapKOUI03.

2

o

a

>

OTMonorng

BpoxaeHHbin I'M

HacnepcrteeHnble thopmbl

I'enernueckue mpuauHbl gedunurta CTI nmpu Hanuunm pPoOACTBEHHUKOB

MEePBOI CTEIIEHU POICTBA € TOM ke maTosiorueit (poct < —3 cTaHOAPTHBIX

otkioHeHuii [SDS]) BoisiBnsiiores B 5—30% ciryyaes (D). 3anono3puth Ha-

caenctBeHHyIo popmy gepuumta CTIT MOXHO TIpH CAeAyIONINX YCIOBUSX:

e paHHEe HavyaJlO0 OTCTAaBaHMS B POCTE;

e OTSITOLIECHHBIN CEeMEMHBI aHaMHE3 B OTHOLIEHUM HU3KOPOCIOCTU WU
OJIM3KOPOACTBEHHBIN Opak;

e poct HUXe —3 SDS ot cpenHero;

e KpaifHe Hu3Kuii ypoBeHb cTuMysiunu CTT mipy cTUMYJISIIMOHHBIX TeCTax;

e OYEHb HM3KME YPOBHM MHCYJIMHOMNOIoOHOro ¢dakropa pocta 1 (MPP-1)
(Ha 2 SD unu 6osiee HUXE CpeaHEro IJisi COOTBETCTBYIOIIETO BO3pacTa U
rnosa).
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HacnepcteeHHbIVi n3onuposaHHbIv gepuunt CTI

Bpoxnennsiit nzonuposanubiii gepuunt CTI (M3o01upoBaHHBIN Oe(ULIAT
ropmoHa pocta, MJIT'P) MoxeT ObITh CBSI3aH C ISIThIO Pa3IMUYHBIMU HaCJe/l-
CTBEHHBIMU 3a0oJieBaHUsIMU (Taba. 3, 4).

Ta6bnuua 3. HacneacTBeHHbINA M30NMPOBaHHbIN aecpuumt CTI

AyTOCOMHO-peneCCHBHOE HACJIEI0BAHMIE AyTOCOMHO-IOMHHAHTHOE HACJIeJI0BAHUE
WUATP, tun 1A WUATP, tun 11
WUATIP, tun IB X-cuerienHast opma UATP

Hedextol perentopa K CTI-PI'

HacnepcrBeHHbIi MHOXXECTBEHHbIN fehnuLuT ropMoHOB
ageHornnogusa

ITomumo wuzonupoBaHHoro aeduumnta CTI M3BeCTHBI HACIEACTBEHHBIE
dopmbr mepunura CTT, couerarommecss ¢ AeULUTOM JIPYTUX TPOITHBIX
TOPMOHOB rumnodu3a. MoIeKyIsIpHOI OCHOBOII MHOXKECTBEHHOTO Ie(hHIIN-
Ta runo¢u3apHbIX TOPMOHOB SIBJISIIOTCS MyTallMM T€HOB, KOAUPYIOLIUX TU-
noc¢u3apHble TPAaHCKPUMIIIMOHHBIE (haKTOPhI, YYaCTBYIOIIE B SMOpPHUOreHe-
3¢ ageHorunodusa. Croma orHocsarcst reusl POUIF1 (PIT1), PROPI, LHX3,
LHX4, HESX1, Pitx2 (tabna. 5).

Mg manumenToB ¢ myranusamu reHa POUIFI (PITI) xapaktepeH BbIpa-
KeHHbI nepuuut CTT M nposlakTUHA, TOraa Kak cTeneHb aeuliuTa Tupe-
otporiHoro ropMoHa (TTI) MoxeT BapbUpOBAaTh.

HaunbGonee yacThiM M3 BCeX M3BECTHBIX B HACTOSIIEE BpPeMsl T€HETHUYE-
CKUX OedEeKTOB, JieXalllMX B OCHOBE BpoxaeHHoro I'Tl, sBastoTcs MyTa-
uuu reHa PROPI. B otanume ot auil ¢ MmyTauusmu resa POUIFI (PITI), y
0onbHBIX ¢ MyTauueil reHa PROPI nMeroTcsl COMyTCTBYIONINI T'MIIOrOHA-
IU3M W TUIIOKOPTULM3M. [MIOKOPTULM3M pPa3BMBAETCS MOCTEMNEHHO U
MaHUuGeCTUpYyeT, KaK IMpaBuIo, HE paHee MOAPOCTKOBOIO BO3pacTa, yallle
B TPETbEM HECSATUICTUM KU3HM, XOTSI MOTYT BCTPEUYaThCs ClIydau ¢ AeOI0-
TOM B paHHEM JETCTBE.

Y 20% nauueHTtoB ¢ mytanusamu reHa PROPI nipu MPT BbIsiBiIsIeTCS -
nepIia3us ageHoTruIodus3a ¢ IMocaeAylolleil ee MHBOMIOME B Ipolecce
JKM3HU BIUIOTh IO Pa3BUTUSI CUHAPOMA «IIyCTOrO TypeLKOro cemja». PaHee
JaHHyio MPT-kapTuHy runepruiazuu ageHoOTruInodusa paclieHMBaIMd Kak
OITyXOJIEBBII Mpolecc (KpaHuo(apruHruomMa, aaecHoMa rurogusa), 4To npu-
BOIUJIO TIOPOM JaXe K oINepaTMBHBLIM BMelllaTeabCcTBaM. B HacTosiee Bpe-
Ms1 nomobHas MPT-kaptuHa y pebeHKa 1000ro Bo3pacTa ¢ Je(UIIMTOM
CTTr, mponaktuna u TTT siBisteTcs 1mokazaHuEeM K MOJIEKYJISIPHOM TUArHOC-
THUKE, B MEepBYyIO ouepeap, reHa PROPI.
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Ta6bnuua 5. [lecheKTbl reHoB, BeAYLLME K BPOXKAEHHOMY TUNONUTYUTapusmy

I'en Jlokamm- [ledpumur Pa3mepnt CouyeranHas Dddext
3alMsi  TOPMOHOB runogusa naToJIoTus Tepanuu I'P
POUIFI 3pll CTT, nponak- Tlunorasusi/ - +
(PITI) tiH, TTI HopMa
PROPI 5q CTT, nponak- l'unmomnasusi/ - +
v, TTI, JIT, Hopma/
OCTI' + AKTI'  runeprurasust
HESX1 3p21.2 CTT, nponak- [umnomnasust Cernrroontuyeckast +
tuH, TTT, JIT, nucriasus
OCI', AKTI
LHX3 9q34 CTT, mponak- T'mmornasusi/  OrpaHW4yeHHas potauus — +
tuH, TTI, JI, runeprutazust 1€, He CBSI3aHHast
oCr C TaTOJIOTUEN 1EeHHOTO
oT/esa MO3BOHOYHUKA
LHX4 CTT, TTT, l'unormnasust CUHIpPOM pa3pbiBa TMITO- +
AKTT (uzapHoif HOXKH, ce-
HOUAIbHbIE aHOMAJIUU
Pitx2 CTT, mponak- Tumnormnnasus Cunapom Purepa +
TuH, TTT, JIT,
OCI', AKTI

Myrauu reHa HESXI («<homeobox gene expressed in embryonic stem
cells») onucanbl y nereit ¢ I'TI, coyeTamomMMCsT ¢ CENTOONTUYECKON AMC-
wiasueit (cunapoM ne Mopcee). Cunapom ne Mopcebe monpa3syMeBaeT TpHUa-
Iy BPOXXIEHHBIX aHOMAaJIMIA CPEeIHETO MO3Ta, 3pUTEIBHOTO aHalIM3aTopa U
runodusa:

e TUIOIUIA3US 3PUTEIbHBIX HEPBOB M XMA3MBbl;
e areHe3usl/TUMOTUIA3Ms MTPO3PauHOl MEePEropoak U MO30JUCTOIO Tea;
e TUMOIUIA3US TUNIOMU3a U TUIIOMUTYUTAPU3M.

Mpuobpetenunii M

HaubGonee yactoil mpuumHoit mpuobpereHHoro I'Tl gBasioTcs omyxoau
HHC pa3nmmuHoii 3TUOJIOTHH, B MEPBYIO O4Yepelb 3aTparMBalolIre TMIIOTa-
Jlamo-runoduszapHyio obyacte. [lociae Tepanuu Takux oryxojei (omepa-
1usl, JydeBas Tepanusi, xumuorepanus) npossienus I'Tl, kak mpaBuio, Ha-
pacTaior.

Kpannodapuaruoma — OMNyxoJjb TUIIOTAIaMO-TUNO(PU3apHON 007aCTH,
KOTOpasi HauOoJjiee 4YacTO BCTpedaeTcsl B IEeTCKOM BospacTe. [lockombky
KpaHrnogapUHIMOMa pa3BMBAeTCsl M3 OCTAaTKOB SIMTENMsI KapMaHa Patke,
COEIUHSIIONIET0 B SMOPUOHAJIBHOM T€PUOJIE TJIOTKY C TUIO(MU30M, BEPOSIT-
HOCTb ITOpPaKE€HHUsI TMITOTaJaMO-TUIIO(U3aPHONM CHUCTEMBI IIpU KpaHHoda-
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puHruome kpaiHe Benuka (neuuut CTI y mereit ¢ KpaHuodapUHTMOMOK
JI0 XUPYPTUYECKOTO JIeYeHMST pa3BuBaeTcs B 97% ciydaeB, a mocie olepa-
muu — B 100% ciryyaces).

bonee penkumu npuurHamu aedpuuuta CTT y geteil ABASIOTCS afeHOMa
runogusa, repMHHOMA 1 TaMapToMa.

Psan o0beMHbBIX 00pa30BaHMM aHATOMUYECKU HE CBSI3aHbI C TUTTIO(U30M, OJI-
HaKO WX MPOTrPeCCUpPOBaHME MM MPOBOAMMOE JIEUCHHE MOTYT OCIOKHSITHCS
gepunroMm CTT. Tak, rimoma 3puTe/IbHBIX HEPBOB, ACTPOIMTOMA, JIOKAIU3Y-
IOIIMECST B HETIOCPEACTBEHHOI OIM30CTH K TUIIOTaIaMO-TUNO(GU3apHOI 00J1a-
CTH, MOT'YT COITPOBOXAATHCS SIBJICHUSIMM TUTIOIIUTYUTapU3Ma.

[Mpu memyanodaacTome, petuHodIacTome, JuMdorpaHyliemMaro3e, OCTPOM
JuM(p00JACTHOM JIeliKo3e TIPUMEHSIETCS JIydeBasl Tepallisl B BHICOKOI m03e.
Bmecte ¢ TeM mokazaHo, 4To 00JyyeHHe rojoBHOro Mosra B no3e 40 I'p u
Bbile nmpaktudecku B 100% caydaeB npuBoaut K aepunuty CTT. IToatomy
B Takux ciaydasx gepuuut CTI pa3BuBaeTCsl Kak pe3yibTaT JIydeBOil Tepa-
MUK OITyX0JeBOro Iporecca. HecMOTps Ha MONBITKY OTPAaHUYUTH ITOBPEXK-
Jaoliee AefcTBUE paadallii Ha OKpyXKalollue TKaH!, YacTh J03bl HEMUHY-
€MO MPUXOAUTCS Ha TUIOTAIaMO-TUNOMU3apHYIO 00JIaCTh.

B psne cayyaeB I'Tl y neteii pa3BuBaeTcs nmocjae o0LIEero oo0ayYeHus mpu
rnepecaake KOCTHOIO MO3ra, IocJjie XUMUOTEpaIIMKY 110 MTOBOIY OHKOJIOIMYe-
CKMX 3a00JICBaHUIA.

ITpuobpetrennsblit nepuut CTT, BHE 3aBUCUMOCTH OT TIPUIMH BO3HUKHO-
BEHMSI, B OONBIIMHCTBE CJIydaeB coyeTaeTcsl ¢ Ne(UIIUTOM APYTUX TPOITHBIX
TOPMOHOB, ONHAKO <«BBIIAICHNE» THUITO(PU3aPHBIX TOPMOHOB IIPOUCXOAUT HE
OIHOBPEMEHHO, a MMeeT OMNpeleeHHYI0 CTaIuiHOCTh. BMecTe ¢ TeM cekpe-
mus CTI, gBnsgsach, mo-BUAMMOMY, Hanubosiee YyBCTBUTEILHON K JEHCTBUIO
MOBpeXKIaroIIero pakropa, CTpagaeT B IIEPBYIO OYepedb, 1 JIUIIb 3aTEM MOXKET
MPUCOSANHUTBCS HEJOCTATOYHOCTh TUPEOTPOdOB, TOHAAOTPOGOB, KOPTUKO-
TpodoB. ['opa3no pexe pa3BUBaeTCsSl HecaxapHbIii nuabeT (IIpu IOopakeHU!
TUIIOTAJIAMUYECKUX SIIEp WIM MOBPEXICHUM BOPOHKU TUIIO(U3a).

KnnHmn4deckme ocobeHHocTn 11
y OeTel 1 NoapoOCTKOB

AHTpONOMETPUHECKME OCOBEHHOCTH

OCHOBHBIMU KJIMHUYECKMMM 4YepTaMU COMATOTPOITHOM HEIOCTaTOYHOCTH

SIBJISTIOTCSI:

e IIOCTHATAJbHOE OTCTAaBaHUE B pPocTe (POCT HMXKE 3-TO MEepPLEeHTWIS WU
meHee 2,0 SDS ot cpenHeil Mo MomyassuMy AJisl COOTBETCTBYIOILIETO XPO-
HOJIOTMYECKOT'0 BO3pacTa U I10J1a);

e IIPOTPECCUPYIOLLEE 3aMeIICHUEe TEMIIOB POCTa.
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SDS (standard deviation score), KoO3dULMEHT CTAHAAPTHOIO OTKJIOHE-
HUsI — UHTErpajbHbIA MTOKa3aTelb, IPUMEHSIEMbII ISl OLIEHKU COOTBETCT-
BUsI MHAMBHUIYaJIbHOIO pocTa peOeHKa pedepeHCHBIM JISI COOTBETCTBYIO-
IIEero Bo3pacTa M Iojia JaHHbIM. SDS Ioka3biBaeT, CKOJIbKO CTaHIAPTHHIX
(curMaJibHbIX) OTKJIOHEHMI COCTaBJISIET pa3HULIA MEXIY CPeIHUM apudme-
TUYECKUM U U3MEPEHHBIM 3HAYCHUEM.

Pacuer SDS npousBoaurcs mno gopmyJe:

SDS pocta — (x — X)/SD,

IJe X — pocT pedbeHka; X — CpeAHMIi pOCT 151 JTaHHOTO XPOHOJOTMYECKOTO
Bo3pacTa u noJja; SD — craHmapTHOe OTKJIOHEHUE poCTa IJis JAHHOTO XpPO-
HOJIOTMYECKOro Bo3pacTa U ToJa.

SDS = —2 cootBeTcTBYeT 3-My IMEpPLEHTUIIIO;
SDS = 0 coorBeTcTBYET 50-MYy NEPLEHTUIO;
SDS = +2 cooTBeTcTBYeT 97-My HEPLEHTUIIIO.

[TocTHatanpHbI pocT aetei ¢ I'Tl paznmyaeTcs B 3aBUCMMOCTHA OT 3THO-
Jjoruu 3aboneBaHus. Eciu 3a0oeBaHKe BbI3BAHO TeHETUYECKUMU AeeKTa-
MM, OTCTaBaHHME B POCTE HaOJI0gaeTCs yXe B IIepBbIe MeCSIbl XKu3HU. [1o-
BpEXIEHUs B TUIOTAIaMO-TUIIO(PU3apHOI 00IaCTH, BOZHUKIIINE BO BpeMs
ponoB, MaHU(MECTUPYIOT HECKOJIBKO MO3HEE U, KaK MPaBUJIO, MPOSIBISIOT-
csl OTCTaBaHMEM B pocTe ¢ 3—4 JieT. 3amepKKa pocTa BCICACTBUE IPUOOpE-
TEHHBIX MPUYMH HAOII0JAETCs elle MOo3aHee, OOBIYHO Tociie S—7 JeT.

g OLIEHKM TeHETMYECKOro KOMIIOHEHTa pPacCUMTHIBACTCS <«IIEJEBOIl»
poct (LIP):

P 0y vamsanos = (PocT oTa + Poct marepu + 13 cm)/2 £ 7 cwm;
P 15 resowex = (Poct otiia + Poct matepu — 13 cm)/2 + 7 cm.

g oueHKM MokKaszaTesieid pocTta B JIETCTBE pa3pabOTaHbl CIIEIUATbHBIE
BECO-POCTOBbBIE MEPLEHTWIbHbIE Ta0AUIIbl (puc. 1—4).

CkopocTtb pocTta

AHaJIu3 CKOPOCTU pOCTa ITO3BOJISIET B paHHUE CPOKU BBIIBUTH OTKJIOHEHUE
OT KpUBO#1 pocta. I OlleHKN CKOPOCTH POCTa HEOOXOOMMO pacroJararb
JAHHBIMU KaK MUHUMYM JIBYX TOUYHBIX M3MEpeHUN. J1JIsT MUHUMU3aluy 110-
TPEIIHOCTe pacuyeToB MpPeANoUYTUTEIbHEe, YTOObI MHTEPBAJI MEXIY U3Mepe-
HUSIMU COCTaBJISII He MeHee 6 Mec.

CKOpOCTb pocTa paccuMThIBaeTCs Mo GhopmyJie:

Ckopoctb pocta (cm/ron) = (Poct, — Poct))/
(XpoHoJlornueckuit Bo3pacT, — XPOHOJOTMYECKUIT BO3PACT,).

HpI/I HOPpMaJIbHOM WJIM HE3HAYUTCIbHO CHI2KEHHOM pPOCTE CKOPOCTH
pocta MABJIACTCA KIIOUYCBBIM IIOKA3aTCJIEM IMATOJIOTMYCCKOTI0O IIpolecca.
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Dursunyeckoe passnuTe ManbymMkos OT
poxpaeHus oo 36 mec. MNepueHTUnbHbIE MNaument
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poxaeHus go 36 mec. [NepueHTunbHbIe MaumeHT

avarpaMmsbl «[niMHa Tena — Bo3pacT» 1
«BEC—BO3pacT»

0 3 6 9 12 15 18 21 24 27 30 33 36

NcTopus 6one3nn Ne

T T T T T T T T T T T T T T T
Sl BospacT, MecsLbl Sl
1100 95211004 &
90| o
-
75| g
—95 > - 95 =
7 50 =
7 I
7 2:
—90 —- =907
,/' 5 I
-85 — ~
2 P /
7
-
80 - 7 NEPUEHTUNN I 954_1 74
A P
/'/
©
c 75 7. 411, 0—— 16
e 7 y 7
/ .
(:ﬂ: v
E —70 7, 75 15
= AAAA
i '/ 4 //' '/
65 777 ra 14+
i Y/ // 4 7 50!
— y4
—60 T y 134
/ /4 =25
V714 /
55 1//1f =129 o
/ y.4 = Q
/ = T 5| o
11 /|
50 7 11
/A LA
y, 7
—45 7 10
/ .4
7
—40 - 7 —~ 9
A / A
/ / Yy pd
p4 8-
/
7vawin s
77777 7,/ N I N N IO O N O Y A
—7 y 4 v BospacT, mecsiubl —
AN/ 12115118+ 121++24++274++301 1331136
y/ /
— 6 (/17 / Poctmarep ecTaumoHHbIn
I’ 7 / Poct oTua B03pacT: Hen Mpumesanms
Vo B v
8 =5t/ Ly [ BT e | aeaena | Ompmen
I{ 7/ /
i aare
— 4 1/
/
/
— 3 B
—2
- Kr
! I I )
0 3 6 9
Of 30 mas 2000 1. 20 anpens 2001 r.) r@"’vi 2
Ouarpamma H LEHTpOM B COTpY, c
t LieHTpOM TUKM XD i M NponaraHabl 300poBoro o6pasa xuaHu CLUA. 'W///
http://www.cdc.gov/growthcharts SAFER *HEALTHIER* PEOPLE"

PucyHok 2. lTepLeHTUIbHbIE KPUBbIE POCTA U Beca Ans AeBoyek B Bo3pacte 0—36 mec.

347



dusnyeckoe pasBUTNE MasbYMKOB OT 2 MauueHt
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ITockonbKy mapaMeTp OLICHMBAECTCS B BO3PACTHOM acIeKTe, IMPeATIOUTUTE b
Hee mosb3oBaThesl SDS ckopocTu pocra.

Ckopocth pocta 1 SDS ckopoctr pocta Hanbonee MHOOPMATUBHEI Y JIe-
Tel JornyoepTraTHOTO Bo3pacTta. Y aereii crapuie 10—11 et olieHKa TaHHBIX
rokasaresieil MOXeT ObITh COMpPsSKeHa CO 3HAYMTEJbHBIMU IMOTPELIHOCTIMU
B CBSI3H C OBICTPOII IMHAMMKOI CKOPOCTU POCTa B 3TOM BO3pacTe U pa3Inyd-
HBIMUA CPOKaMHU BCTYIUICHUS B ITyOepTar.

MponopunoHanbHOCTb TENOCN0XKEHNs

s coMaTOTPOIHOM HEAOCTATOUHOCTH XapaKTEPHO MPONOPLMOHATIBEHOE
TEJIOCIOXEHUE.

OlLeHKa IPOITOPLIMOHAIBHOCTU TEJIOCIOXEHMS TIPOBOAUTCS WISt audde-
pPeHLMAIbLHON AMArHOCTUKHU C Pa3IUYHBIMUA (POpMaMM CKEJIETHBIX JUCIIIA-
3uii. C 1e/IbI0 BBISIBJICHUST CTEPTHIX, TPYIHO JUATHOCTUPYEMBIX (hOPM ITOMU-
MO aHAMHECTUYECKMX M KIMHMYECKMX IaHHBIX TPEOYeTCsS IIPOBEICHUE
PEHTTEHOJIOTUYECKOM OUAaTHOCTUKU, M3MEpPEHHUE COOTHOIICHUST «BEPXHUIA
CEerMEHT/HMKHUI cerMeHT» (Tabj. 6), OKpY:KHOCTU TOJIOBBHI, pa3Maxa pykK
(TIp1 IPOTMIOPLIMOHAIEHOM TEJIOC/IOKEHUM pa3MaX PYK paBeH POCTY).

Tabnuua 6. CpeHne COOTHOLLEHUS «BEPXHUIA CErMEHT/HMKHMIA CerMeHT» ([1])

Bospacr, CooTHomeHue Bospacr, CooTHowmeHue

ronst Maabuuku JleBouKkH ronst Manbuuku JleBouKkH
0,5—1,4 1,81 1,86 9,5—10,4 1,12 1,11
1,5-2,4 1,61 1,80 10,5—11,4 1,10 1,08
2,534 1,47 1,44 11,5—12,4 1,07 1,07
3,5—4,4 1,36 1,36 12,5—13,4 1,06 1,07
4,5—5,4 1,30 1,29 13,5—14,4 1,04 1,09
5,5—6,4 1,25 1,24 14,5—15,4 1,05 1,10
6,5—7,4 1,20 1,21 15,5—16,4 1,07 1,12
7,5—8,4 1,16 1,16 16,5—17,4 1,08 1,12
8,8—9,4 1,13 1,14 17,5—18,4 1,09 1,12

KnuHunyeckue ocCo6eHHOCTHU

e BripaxkeHHass HU3KOPOCIOCTh (pocT HUXe 3-ro nepueHTwis win < —2,0
SDS ot cpenHeii 1Mo MOMYJISIIAN IJIsSI JAHHOTO XPOHOJOTMYECKOI0 BO3pac-
Ta U 1oJjia; pocT 6ojiee yeM Ha 1,5 SD HMKe cpenHero pocta poauTesei).
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[narHocTrnka v nedeHne rmnonuTymuTapmama y getem n nogpocTKoB

e [locTHaTanmbHOE OTCTAaBaHME B POCTE.

e [Iporpeccupyioiiee 3ameanaeHue pocrta (CKOPOCTh pocTa Oojiee yeM Ha
1 SD HmXe [mpu XpOHOJOIMYECKOM Bo3pacTe > 1 roma] cKOpocTH pocTa
IJIT JAHHOTO XPOHOJIOIMYECKOT0 Bo3pacTa M I10jia); WM cHIKeHne SD
pocTta coctasisgeT 6osee 0,5 B TeueHUe roga y pedbeHKa cTapiie 2 JerT.

e [Ipu OTCYTCTBMU HMU3KOPOCIOCTH CKOPOCTh pocTa 3a 1 rox Oojee yem Ha
2 SD HuxXe cpeaHel, Wi CKOpoCcTh pocTa 3a 2 roja 6osee yeM Ha 1,5 SD
HWKE CPEIHEM.

e [IpomopLmroHaNbHOE TEIOCIOXEeHME (pa3Max PyK paBeH POCTY, OKPYX-
HOCTb TOJIOBBI COOTBETCTBYET POCTY, KO3(PPULIMEHT «BEepXHUI/HIKHII
CerMeHT» He TMpPEBbIIIaeT HOPMAJIbHBIX 3HAYEHUIi); MpPU 3HAYUTEIbHOM
OTCTaBaHMM KOCTHOTO CO3peBaHMSI, IIPU OLIEHKE MPOMOPIMOHAIBHOCTHU
TEJIOCTIOXEHNST HEOOXOIMMO YUUTHIBaTh KOCTHBIN BO3pacT peOcHKa.

e Menkue 4epThl Jula («KyKOJbHOE JIMIIO», JIMILIO «X€PYBUMMa») B coyeTa-
HUM C KPYITHBIM HaBUCAIOIIMM JIOOM 3a CUeT HeIOPa3BUTHUS KOCTEH JIUIIe-
BOTO CKeJleTa IIPY YIOBJIETBOPUTEIIBHOM POCTe KOCTEI MO3TOBOIO Uepera;
MOTYT BCTpeyaTbCsl: 3amaBlliasi MepeHOCHIla, MEJIKUE TIJla3Hble OpPOUTHI,
MUKpPOTHATH .

e XapaKTepHBI paHHUE ITOCTHATAIbHBIE CUMIITOMBI BPOXKICHHOTO Ae(UII-
ta CTT': runmornukeMusi HaTOIIAK, YaCTO BhIpaxkeHHas (YpOBEHb ITI0OKO3bI
< 3 MMOJIb/JT), JUINTEIbHAS XKEITyXa, HEOHATAIbHBINA XosecTas!.

e Tlo3aHee 3aKpbITHE OOJIBIIOTO POJHUYKA'.

e 3anepxkKa KOCTHOIO CO3PEBaHMUS.

e TTo3aHee mpopesbiBaHue 3y0OB U MX 3amosjgajiasd cMeHa'.

e MHorna — Hemopa3BUTHE SMajid, HeIIPaBWJIbHBIM pOCT 3y0OB.

e Hepenko — MHOXECTBEHHBIN Kapuec 3y0O0B.

e lcToHUEeHME KOXU.

e Bricokuii rosoc.

e TOHKUE JTOMKHUE CyX1€ BOJIOCHI.

e MemjieHHBII POCT BOJIOC, HOITEH.

e MUKpONEHNC Y MAJILUUKOB'.

e 3agepxka crioHTaHHoro mybeprara (mpu UJTP)'.

e Kak mpaBmiio, HOpMaJIbHOE MHTEIUIEKTYaJbHOE Pa3BUTHE.

IMamuentsl ¢ I'TT MOTyT 3HAUUTEABHO OTAMYATLCS (PEHOTUITMYECKU AaxKe

MIpU OJHOM U TOM XK€ F€HETMYECKOM JaedeKTe.

Mnornukemumn

IMTockonbky CTI murpaeTr BaxkHyIO poJib B PEryJsliMU YIJIIEBOAHOTO OOMEHa,
AKTUBUPYS MPOMYKIIUIO TIIOKO3BI IIEUCHBIO U 3aMeisis ee Iepudepude-
ckuii knupeHc, B yciaoBusax aepunura CTIT Bo3MOXHO pa3BUTHE TUITOTIN-
KEeMUH.

I TIpusHaku, xapakTepHsle wisi BpoxaeHHoro peduura CTT.
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I'mmornmkemMum 0oJjiee XapaKTepHbI IS TS MIaaIIero Bo3pacTa (BbISIB-
JstoTcst mpuMepHo B 10% ciydaeB). Ha mepBoM romy KM3HU PUCK Pa3BUTUS
TUIIOTJIMKEMUHN TOpa3ao Bhile. KimHMIecKre MposIBICHUS TUIIOTIMKEMUU
MOBBIIIEHHBIN aIIEeTUT, OJIEIHOCTD, ITIOTIIMBOCTh, 0€CIIOKOMCTBO, CYIOPOXK-
HbI CUHAPOM, KaK MpaBUJIO, HAOIIOAAIOTCS B paHHUE YTPEHHUE Yachl, HO
MOTYT BO3HUKATh U BO CHE. PMCK HeOHaTaIbHOM TMITOIIMKEMUH BBIIIE TIPU
conyrcrByomem aepuunute AKTT.

HMethuuut apyrnx TPonHLIX rOpMOHOB

BTOpUYHbIVI rMNOTUPEO3

CumMnTroMaTvKa: OpamuKapausi, apTepraabHasl TUIIOTOHUS, CYXOCTh KOXU,
30KOCTb, 3aIOpbl, U30BITOK MAacChl Tejla, MEIJIUTEIbHOCTh. B oTiuuue ot
MEePBUYHOIO TUIIOTUPEO3a, CHUMIITOMBI BTOPMYHOIO THUIIOTHpEOo3a Ooiee
CcTepThl (YMCTBEHHAsI HEAOCTaTOYHOCTh BCTPEUYAeTCsl KpaliHe PeaKo), MOSIB-
JISIIOTCS TIo3AHee (0OBIYHO TTociie 3 JIET) U COYeTaloTCs ¢ AePULIUTOM APYTUX
TPOITHBIX TOPMOHOB.

[Ipu BTOpUYHOM THIIOTHPEO3€, KaK U MPU IIEPBUYHOM, B CHIBOPOTKE OT-
MeUaeTcsl HU3KUIA YpPOBEHb CBOOOIHOro u/mmu obiiero tupokcuHa (Ty,.
IIpu aTom ypoBeHb TTI mpu BTOpUYHOM TUIIOTUPEO3E MOXKET OBITb HOP-
MaJbHbIM (Y 84% mnauueHTOB), HU3KUM WM JaXXe HECKOJIbKO IMOBBIIICH-
HbeIM (C). B cBsI3u ¢ 3TuM opueHTUpoBaThcsd Ha ypoBHU TTI mipu BTOpUY-
HOM TUTIOTHpPeo3e Heab3s (B).

BTOpUYHbIN rUMOKOPTULNIM
I'mmmokopTULIM3M SIBJISIETCSl HamOoJiee CEepbe3HOl M3 BCeX TMITO(PU3apHBIX
HEIOCTaTOYHOCTEH, MOCKOJIbKY CIIOCOOEH MPUBECTU K YTPOXKAIOIIEMY XKU3-
HU COCTOSIHMIO. B OOBIYHOM COCTOSTHUM CHMIITOMBI BTOPMYHOTO THITOKOP-
TULA3MA WA OTCYTCTBYIOT, WJIM MWHUMAJIBHBEI: CJIA00OCTh, ITOBBIIICHHAS
YTOMJISIEMOCTh, CKJIOHHOCTh K apTepHaibHOI runotroHuu. Ha ¢goHe nnTep-
KypPeHTHBIX 3a0oyieBaHull (MH(MEKIIMOHHbIC 3a00JIeBaHUsI, TpaBMa, XUPYpP-
rM4yeckoe BMEIIaTeIbCTBO) U CTpecCOopHbIX cutyaluit aecuuut AKTI /Kop-
THU30J1a MOXET BbI3BaTh I'MIIOAAPEHANIOBBIN KPU3, KOTOPBIA IIPU OTCYTCTBUU
aZeKBaTHOI TepaIlMy CIIOCOOCH MPUBECTH K JIETAJIBHOMY MCXOY.
Hanuuue BTopuyHoro rumokoptuumima (aepumut AKTI/koptuzona)
MOXKHO 3aIl0f03pUTh Ha OCHOBAaHMM HU3KUX (HUXE HYDKHEH TpaHUIIBI pe-
(epeHCcHBIX 3HaUeHMIi) yTpeHHUX (B 8.00) KOHLEHTpaluil KOPTU30Ja B Chl-
BOpoOTKe Tpu uMetolemcs y nauueHta aepuunte CTI. JuarHo3 yctaHaB-
JINBAeTCS J1TabopaTOPHO IIyTeM OIpPEAesIeHUS] UCXOOHOIO U CTUMYIMPOBaH-
Horo (uepe3 60 MUH) B XOJ¢ TeCTa HA TOJEPAHTHOCTb K MHCYJIMHY YPOBHSI
KopTu3oJia. B HopMmMe IIpM JOCTMKEHWM aleKBaTHOM TUIOIJIUKEMUU
(< 3 MMOJIB/71) BEIOPOC KOPTU30Ja JOKEH COCTaBUThH > 540 HMOJIB/J, BbI-
opoc < 500 HMOJIB/TT CBUAETENIBCTBYET O TUIIOKOPTULIM3ME.
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HecMoTpst Ha TO UTO TECT Ha TOJIEPAHTHOCTh K MHCYJIMHY SIBJISIETCST «30JI0-
TBHIM CTaHIapPTOM» AUWArHOCTUKHU, €ro MPUMEHEHWE OrpaHUYEHO B CBSI3U C
PUCKOM pa3BUTUS TsKedol rumoriukemMuu. I[loaToMy B KIMHWYECKOM
MpaKTUKe MUPOKOE IIPUMEHEHNE TTOJYYMIT YYBCTBUTEIBHBIN 1 O0€30ITacHBIN
tecT ¢ aHaoroM AKTI kopotkoro aeiictBus (cuHakTeHOoM). Ero nmpumeHe-
HUE OCHOBAaHO Ha ToM, 4To Tipn mmuteabHoM nedurinte AKTI kopa Hamgmo-
YEeYHUKOB TepecTaeT OTBevyaTh Ha OOHOKpaTHyio ctumyisauuio AKTI npu
nposeaeHuu mpodnl ¢ AKTIT unu koptukonudeputHom (C).

YpoBeHb yTpeHHero KopTu3oa > 175 HMoIb/J B COYETAaHUU C BRIOPOCOM
KopTtu3ona > 540 aMoib/1 yepe3 30 MUH MOC/Ie BBEACHUS CMHAKTeHA UCK-
JroyaeT runokoptuumsm (B).

Cnemyer IIOMHUTb, YTO BTOPWUYHBIM THIIOKOPTUIIM3M MOXKET Pa3BUTHCS
CITYCTSI MHOTHE TOIBI TTOC]Ie MaHUpeCTaly ruIonuTyutapusmMa. Kpome To-
ro, Ha3HaueHME 3aMECTUTEJIbHON Tepanmuu PeKOMOMHAHTHBIM TOPMOHOM
pocta (pI'P) u TMpeonmHBIMU IIpenapaTaMyi MOXET IIPUBECTU K MaHU(peCTa-
MU ckpbiToro runokoptuuusma (C).

BTOpuYHbIV rUnoroHagnu3m
Hedpunur ronagorpormHoB (JII' m ®CI) y geteil paHHero u nmpemyoeprar-
HOTO BO3pacTa He IIPOSBIISIETCS, ITIOCKOIbKY MX HU3KME YPOBHU XapaKTEPHbI
W JUISI 3JI0POBBIX JIETEil 3TOr0 BO3pacTa.
BropuyHblii rUmoroHaau3M IMAarHOCTUPYETCSI Ha OCHOBAaHMHU COBOKYITHO-
CTU TIPU3HAKOB:
e OTCYTCTBME IIPM3HAKOB Hauaja I0JIOBOIO Pa3BUTHS IIPU KOCTHOM BO3pac-
Te 13 JeT y MaJlbuuKOB U 12 JIeT y IeBOYEK;
e HU3KHUE 0Oa3ajbHbIC YPOBHU IOJIOBBIX TOPMOHOB;
o cHmkeHHbIN oTBeT JII' 1 DCI Ha ctumyssiiyio JII-puan3uHr-ropMoHOM
(6ycepemmaoMm) (B).
[MpoBeneHne qarHOCTUYECKOU TTPOOBI paHee YKa3aHHOTO BO3pacTa Helle-
Jiecoo0pa3Ho, a yCTaHOBJICHUE TMArHO3a «TUIIOTOHAAU3M» — HEOOOCHOBAH-
HO (C).

Hecpnynr nponaktuHa

Jeduuur nponakTuHa XapakTepeH i MaluueHTOB ¢ MyTauusiMu reHoB PIT]
(mecourur CTT /mponaktuna/TTT) u PROPI (meduuut CTT/nonakruna/
TTI /I, ®CI'/AKTI). Y nereii 1 TOAPOCTKOB HEAOCTATOUHOCTD MPOJaKTUHA
HE MMeeT KJIMHUYECKUX MPOSIBIEHU, JleueHue He rpoBoautcs (B).

HAepuynr A4

Heduuut A" (BazonpeccrHa) MPUBOIUT K Pa3BUTHUIO HECAaXapHOTO auade-
Ta LIEHTPAJTBLHOIO I'eHe3a U pa3BUBAETCs, KaK MPaBWJIO, BCJIEACTBUE Olepa-
TUBHOTO JICYEHUST OMYXOJIel TUIoTaaaMo-runodusapHoi odnactu. KnuHu-
YecKUe TIPOSBIACHUS: TTOTUYPUST, TTOTUAUTICUS, peXe — DHYpPE3.
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JAMarHoCTUYECKUMH KPUTEPUSIMHU SIBIISIIOTCSI:
e nonuypus (CyTouHblii nuype3 2—20 1);
e oCMOJIsIbHOCTh Moun Hizke 200 MOcM/1, HU3KMIA yASAbHBIN BEC MOYU

(< 1005);

e OCMOJISUILHOCTbD ITa3Mbl (ypoBeHb Na' B ruta3Me ) HopMajibHa WIKM clierka

ITOBBIIIICHA.

C 11e/1b10 YTOUHEHUSI [MarHo3a MpoBOAUTCS TeCT ¢ cyxosiaeHuem. [1pu He-
caxapHOM Aua0eTe IMOBBIIIEHUS OCMOJISIIBHOCTM MOYM WJIM YBEJIMYEHUS ee
ynenbHOTO Beca He mpoucxomut (C).

ITpu kpaHuopapruHIrHoMe NpoBeaeHUE MPOObI C CYXOSAEHUEM JISl TOCTa-
HOBKMU JMarHo3a HecaxapHOro auabera He sIBJIsIeTCsl 00s13aTesIbHbIM, JOCTa-
TOYHO KJIMHWYECKM SBHOH IOJUYPUU M HU3KOTO YIAEIbHOTO Beca MOYHM BO
Bcex Mpobax aHaiu3a MouM 1o 3uMHHULIKOMY (D).

McuxouHTenneKkryanbHoe pa3suTtue

Kak npasuio, nHTemuieKkTyanbHoe pa3sutue nereit ¢ I'Tl 3ameTHO He cTpana-
eT. BMmecTte ¢ TeM BO3MOXKHBI clielili(UIecKrie KOTHUTUBHbIE PAaCCTPOICTBA,
obycroBneHHbIe HespenocThio LIHC, Koppemmpyrolieit co creneHbo Tud-
(bepeHIIUPOBKU KOCTHOTO ckejeTa. JlaHHbIe TTpoOJeMbl YCYIyOIsIioT OKpY-
>Karolasi 00CTaHOBKAa M TICMXOCOLIMaIbHbIe (haKTOPhI, BhI3BAHHBIE HU3KO-
POCJIOCTBIO.

XapaKTepHbIMU TTOBEACHYCCKMMU OCOOCHHOCTSIMU OOJIBHBIX SIBJISTFOTCSL:
e TIOBBIIIEHHAs] TTIOTPEOHOCTh B POAUTEILCKON OIMEKE;
e TPYZHOCTU MIPHU OOIIEHUU CO CBEPCTHUKAMM;
e CHIDKEHHAs CaMOOIIEHKA;
e MH(paHTUIbHASI OLIEHKA OKPYKaIOIIEro Mupa.

HapyureHrst mcuxocoranibHONM aganTalliy IIPpY HU3KOPOCIOCTH YCUJIU-
BalOTCS C BO3PAcTOM, JOCTUTasi MaKCUMyMa B IyOepTaTHOM BO3pacTe.

MeToobl AnarHoCTUKK

FopmoHanbHaa AMarHocTuvka

Mpo6bi Ha ctumynsymio CTr

Hrpatot kitoyeBylo pojib B nuarHoctuke nedunura CTT. TTpoBokaunoH-
HbI€ TECTHl OCHOBAaHBI Ha CIIOCOOHOCTH pPa3JIMYHBIX (PapMaKOJIOTHUECKUX
pernapaToB CTUMYJIMpoOBaTh cekpelnio u BeiOpoc CTI comarorpodamm
ajeHorumnodgdusa.

Onucano 6ojee 30 mpo6 Ha ctumynguuio CTI. MexayHapoaHbIii KOH-
ceHcyc O61ecTBa 1Mo u3ydyeHuo ropMona pocta (1999 r.) u HaunonaabHbIi
KoHceHcye P® «J/lmarHocTrka M jiedeHre COMATOTPOITHOM HEeIOCTaTOYHO-
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ctu y agereit» (2005 r.) peKOMEHAYIOT MPOBeAeHUE ABYX MPOO Ha CTUMYJISI-

uuio CTT mng nmonrBepxkaeHus HapyieHHoil cekpeunu CTI (B).

ITpoGb1 mpoBOAATCST MOC/IE KOMILJIEKCHOIO 00CaeI0oBaHUsl pebeHKa U UCK-
JIIOUEHUS BCeX APYTMX BO3MOXHBIX MPUYMH HU3KOPOCIOCTU: TSKEbIX cOMa-
TAYECKUX 3a00JeBaHMI, CUHIPOMAJbHON IaTOJIOTMH, 3aAep>KKU BHYTPUYT-
POOHOTO pa3BUTHSI, KOCTHO-XPSIIEBBIX AMCIUIa3uid. Jpyrue neuinTsl TpoI-
HbIX TOPMOHOB, NoMuMo Aeduiuta CTT', ToIKHBI ObITh KOMIIEHCUPOBAHBI.

Bri60p KOHKpETHO TTpoObl — pellieHue Bpaya, IPOBOJSIIEro o0caea0Ba-
Hue. Tak Kak Kaxpaasi u3 pod MMeeT CBOM OCOOEHHOCTHU, TO B YCIOBUSIX OJI-
HOIl KJIMHUKHM IeJIeCO00pa3HO BBIOPATh M IIOCTOSIHHO MCIIOJIb30BaTh Ka-
KHe-11bo ABe OIpeaeeHHbIE TTPOOHI.

B xauecTBe mepBoiil IIpoOKI Yallle IMPOBOIST MPoOdy C KIOHUAUMHOM (KJIO-
¢enrHOM), B KauecTBe BTOpOii — mpoOy ¢ uHcyanHoM i L-JIOTTA.

Y noapocTKoB (MpU HATWYUU MPU3HAKOB MOJIOBOIO CO3PEBAHUS U JOCTU-
JKEeHMsI KOCTHOTro Bo3pacta 12—13 jer) mccienoBaHue 4Yallle HAauYMHAIOT C
MHCYJIMHOBOI IIPOOKI, Aajiee IMPOBOAAT IIPOO0Y ¢ KIO(MEIMHOM.

B nocnegHee BpeMss MHOTME CHELMAIMCThI MOJHUMAIOT BOIIPOC O HEOOX0-
JUMOCTH HACBIIIEHUs TOJOBBIMU TOPMOHAMU OETeH OKOJIOMYOepTaTHOIO
BO3pacTa Iepej IposeaeHueM Kaxaou mpoosl Ha ctumyisiuuio CTT. KoH-
CeHcyca Mo 3ToMY IOBOYy HeT. TeM He MeHee 1ieJIecoO0pa3Ho Cleayolee:
MajbuuKaM cTtapiie 11 jeT (pu OTCYTCTBUM BTOPUYHBIX ITOJOBBIX IIPU3HA-
KoB) — omHoKpatHoe B/M BBeneHue 100 mr (0,4 mur) CycranoHa (OMHaape-
Ha) ¢ mpoBeaeHueM Mpoobl Ha cTumysauuio CTT Ha 5-e cyTKu mocie MHb-
eKLmuy; aeBoykaMm crapire 10 jeT (IIpu OTCYTCTBMM BTOPUYHBIX ITOJOBBIX
MIPU3HAKOB) — 3TUHUISCTPanuo, 40 MKr/M?, UM KOHBIOTUPOBAHHBIE 3CT-
poreHsbl, 1,25 Mr/cyT, BHYTpb, BE4EPOM MEPEI CHOM B TeUeHUE 3 CYT C IIpo-
BeaeHueM TIpoOsl Ha ctumynsimio CTIN Ha 4-e cyTkm.

M3zonupoBaHHas oleHka dusuonorundyeckoin cekpeuun CTT y pebGeHka
(6azanbnbIil ypoBeHb CTT, ciontanHas cekpeuus CTI, ucciemoBanue K-
ckpeunu CTT B moue, uccinenoBanue cekpeunu CTI mpu dpusmyaeckoir Ha-
TPy3Ke) He SBIsIeTCS AUarHoctTudyeckum KputepueM aeduira CTT.

Oany cTUMYJISAMOHHYIO MPOOY MPOBOIAT B CJAEAYIONIMX CJHYYAsIX:

e MHOXECTBEHHBII Oe(PUIIUT TOPMOHOB ameHOruIo¢u3a (HaImIue y maim-
€HTa MOATBEPKAEHHOTO JJabopaTOPHO BTOPUUYHOTO TUIIOTUPEO3a, BTOPUY-
HOTO TUITOKOPTULIM3MA);

o Hammume cnemududeckoit misg gepuumra CTI matomornu LIHC (Tpuama
cnenuduyeckux npusHakoB nmpu MPT ronoBHOro moasra: TMIIONIa3us
afgeHorunodusa, ruroria3us BOPOHKU Tunodusa, 3KTOMUs HEMPOTUIIO-
busa);

e O0JIyUeHUE MallMEHTa B aHAMHE3E;

e HaJIMYME y TallMeHTa MyTalldil T€HOB, aCCOLIMMPOBAHHBIX C Pa3BUTHUEM
WJI'P, u MHOXeCTBEHHOTO AeduIIMTa TOpMOHOB ageHorumnodusa (GHI,
GHRHR, HESX1; LHX3; PROPI; POUIFI[PITI]).
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HuTepnperamus pe3yabTaToB CTHUMY/ISAIMOHHBIX MPOO:

e MakcuManbHagd KoHueHTpauusa CTI 1mocie cTuMynsinuum MeHee
10,0 ar/mn — gedpumur CTT;

e MakcuManbHbIii BbIOpoc CTI mpu OBYX CTUMYJISILHMOHHBIX MpoOax Mo
7,0 ur/mn — totanbHblil nepunur CTT;

e MakcuManbHBIN BeIOpoc CTI mpm IBYX CTUMYNSIIIMOHHBIX pobax oT 7,0
nmo 10,0 ur/mn — napunanbHbeii gepunur CTT;

e IIpU Moay4eHUU MakcumaabHoro Beiopoca CTI' B xoxe mepBoii mpoObI 00-
nee 10,0 Hr/Ma BTOpast mpoba He mpoBomuTcs, auarHo3 mepunmura CTT
HUCKJTIOYAETCS.

JloxxHOMOJI0KMTEIbHBIE Pe3yJibTaThl Mpod Ha crumyJsanuio CTT Bo3MOKHbI
NP HAJTHYHNH:

e HEKOMIIEHCMPOBAaHHOI'O TUIOTUPEe03a (IIEPBUYHOIO MJIM BTOPUYHOTO);

e HeOJIAroNpUSATHBIX IMICUXOCOLUATBHBIX (PaKTOPOB pa3BUTHS pedeHKa (Hey-
TIOBJICTBOPUTEILHOE ITUTAaHUE, OTHOIICHUS B CEMBE);

e OXUPEHUS;

e 3a/IepKKU TOJIOBOTO Pa3BUTHS B IPeIydoepTaTHOM II€pUOIE;

e COITyTCTBYIOIICH Tepanmuy (TIFOKOKOPTUKOMIBI, IICUXOTPOIIHBIE CPEICTBa).
IToBTopHOe onpenenenue cekpeuu CTI' y nanueHToB, TOCTUTIIUX COMUATb-

HO MPUEMJIEMOTO POCTa
Lleab nposedenus: moaTBepXKneHue (MCKIIOUCHME) OMArHo3a COMAaTOTO-

TPOITHOW HENOCTaTOYHOCTH.

Ilokazanus k npogedenuro: BCe MALIMEHTHI C U30JMPOBAHHON COMATOTPOII-
HOII HEIOCTAaTOYHOCTBIO, ITOIYYaBIINE TECPAIIMIO TOPMOHOM POCTa, JOCTHUT-
II1e COLMATbHO MPUEMIIEMOTO POCTa B MO3AHEM ITyOepTaTHOM WJIU MOCTITY-
OepTaTHOM BO3pacTe.

«30710TbIM cTaHAapToM» AuarHocTuKU aecpunuta CTT y B3pocabiX sIBsI-
eTCsl MHCYJIMHOBAs Tpoba (TeCT Ha TOJEPaHTHOCTh K MHCYIuHY) (D). V na-
LIMEHTOB C IIPOTUBOMNOKA3aHUSIMU K IIPOBEIESHNIO MHCYJIMHOBOI IPOOKI ajlb-
TEpPHATUBHBIM TECTOM SIBJISIETCSI KOMOMHUPOBAHHBI TECT aprMHUH +
CTT-PT.

He unyxcoaromcs ¢ noemopnom onpedeaenuu cexpeuuu CTI*:

e IMAIIMEHTHl C MHOXECTBEHHBIM ACDUIIMTOM TOPMOHOB aIeHOTMITO(hU-
3a (C);

e MAIMEHTHl C MPUOOPETEHHBIMU IMOBPEXICHUSIMU TUIIOTaIaMO-TUITO(hU-
3apHOI1 00JIACTH BCIIEACTBUE ONepalnii Ha TUIodu3e U 00IydeHUS TUTIO-
Tanamo-runogusapHoit oonactu (C);

e ManueHThl co cneuuduueckoin mist aeduuura CTI maromormein LITHC
(«tpmama» cnenmuudyeckux Mpu3HakoB Tpu MPT rojoBHOrO Mo3ra: TH-
rmoruiasust ameHorurodusa, TUIIOILIa3Us BOPOHKU TUHOMM3a, SKTOIHUS
Hetiporumnodusza) (C);

e IIpM HaIWYMM ToaTBepxkneHHoit mytamuu reHa CTI (GH1) wnu reHa pe-
uenropa CTI' (GHRHR) (D).
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JInarHocTHYECKHii KPUTEPHii: TPY MPOBEJECHUN TTOBTOPHOTO OMpeaeIeHNUSs
JUArHOCTUYECKUM KputepueM coxpansiomierocs aeduunta CTI asnsgercs
BeiOpoc CTT < 5,0 ur/ma (C).

ITpu coxpansiiomiemcst aedunute CTI neuenne pI'P MoxeT ObITH BO300-
HOBJIEHO B J103aX, PeKOMEHIOBaHHBIX M1 B3pocibix mauueHToB (0,0033—
0,005 mr/kr/cyt) (C).

Wucynuxonopno6Hbiii dhakrop pocta 1 (MDP-1)

Yposernbr MPP-1 nmogBep:keH NI HE3HAYUTEIbHBIM CYTOUHBIM KOJICOaHM -
sIM, TIO9TOMY €Tr0 OJHOKPATHOE OTpe/e/IeHUE SIBISIETCS BaXKHBIM ITapaMmeT-
pom mipu auarHoctuke pedunmrta CTT.

Kpome toro, ypoBenb MDP-1 3aBucuT OT Bo3pacra, 1oja, CTaguu Iryoep-
TaTta, a TakXe, B ONPEJEICHHON CTENeHU, OT MUTaHUs peOeHKa, ero TUPEOo-
MIHOIO cTaTyca M HaJW4uMsl XPOHMUYECKUX SHAOKPUHHBIX (CaxapHbI mua-
0eT) 1 HESHIOKPUHHBIX (ITATOJIOTUS IeYeHU, IT0YeK) 3a00JIeBaHMIA.

IMpu nnarnoctuke nepuumra CTI ypoeHb onpeaensiemoro MDP-1 uc-
MOJB3YETCSI B COBOKYIMTHOCTHU C pe3yiabTaramu mpod Ha ctumynsiuio CTT.
Hopwmansherit ypoBeHs UDP-1 B CHIBOPOTKE He UCKITIOYACT AUATrHO3 Aedu-
uura CTT.

UccnepnosaHme Kkapumoruna

VY Bcex aeBouek ¢ HU3KopocaocThio (poct < —2,0 SDS), naxxe B Bo3pacTe
MJIaAIIe 2 JIeT, BHE 3aBUCUMOCTH OT HAJIMYUsI WIM OTCYTCTBUSI CUMIITOMATH -
ku cunapoMa IllepemeBckoro—TepHepa, JOKEH ObITh UCCIIEA0BAH Kapro-
tun (B).

MPT uvunu KT ronoBHoro mo3ra

MPT ronoBHOro Mo3ra sIB/IsieTcsl HanboJiee YyBCTBUTEILHBIM TUAarHOCTAYC-
CKMM METOAOM BM3yaIM3alliy TMITOTajIaMO-TUIToGU3apHO 00IacTu.

MPT (unu, mpu HeBo3MmoxkHocTH TipoBeaeHuss MPT, KT) romoBHOTO
MO3ra ¢ IPULEeIbHBIM BHUMAaHUEM Ha TUIIOTaIaMO-TUIIO(PU3apHYIO 00J1aCcTh
JOJIKHA OBITh TIPOBEIeHA JII0OOMY PEOEHKY C TTOI03PEHMEM Ha COMATOTPOII-
HYIO HEIOCTATOYHOCTb [IJIS1 BBISIBIICHUSI OOBEMHOIO IPOLiecca WM BPOKICH-
HBIX aHOMAaJIMi pa3BUTHUS TOJIOBHOTO MO3ra.

ITpu nposenennu MPT ronosHoro mosra ucrnosb3ytorcst T1- u T2-B3Be-
IIEHHBIC COCTOSTHUSI TOHKUMHM cpe3aMu (He 0oJiee 2 MM) B CaTUTTaIbHON 1
(bpoHTATBHOI IIOCKOCTSIX C BLICOKMM pa3pelleHrneM. AHATOMMSI TUIIOTaIa-
Myca U runodusa Jiydile BU3YaTU3UPYeTCs MOcje BBEASHUS CeIUaTIbHbIX
PEHTIeHOKOHTPACTHBIX cpeacTB. I1pu olieHKe pa3MepoB rumnodusa Heo6Xo-
JUMO TTIOMHUTh YTO OHU 3aBUCST OT BO3pacTa, IoJia ¥ CTaINu II0JIOBOIO pa3-
BUTHUSA (aZeHOrUII0(pU3 yBeJIUIMBACTCS B MIEPUOJI ACTCTBA, KOr/Ia ero BhICOTa
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cocTaBisieT 2—6 MM). B mmyGeprare pasmep rumnodusa yBeJIMUUBACTCS, OCO-
OEHHO Yy JeBOYeK, JocTuras BbICOTHI A0 10 MM, oTMeyaeTcsl HeOJHOPO.-
HOCTb CTPYKTYPHI aleHOTuIto(pu3a.
IIpu uccnenoBaHuu runogusa OLUEHUBAIOTCS:
e pasMephl (BbICOTA, MPOAOJLHBIN U TTOMNEPEYHBINA pa3Mep);
e 00IINIT 00BEM;
e AHATOMUS TUITO(GU3APHON HOXKMH;
e COCTOSIHME 3pUTEJIbHOI XMa3MBbI;
e TIOJIOXKEHME Heiiporumnodusa.

Mzommposannbiii nepuiut CTI pocta U TUMONUATYUTApU3M (MHOXECT-
BeHHasl HEAOCTaTOUYHOCTb T'OPMOHOB aleHOIMITO(pH3a) aCCOLMUPOBAHBI C
pa3IMYHBIMU AeeKTaMU pa3BUTHSI TOJJOBHOTO MO3ra.

Dxronus Hevipornnodusa Hadbmonaercs y 40—60% malMeHTOB ¢ THIIO-
MUTYUTAPU3MOM. OKTOMUPOBAHHBI HEHPOruInopus JoKaausyeTcs, Kak
npasuio, B obdjactu aHa III xenynouka.

Bo3moxHble maTo/iormieckue U3MeHeH!s1 THIoTaIaMo-runodu3apHoii odaacTn
1. JdedekThl pa3BUTHS TOJOBHOTO MO3Ta, aCCOLMMPOBAHHbBIE C TUTIOMUTYH -

TapU3MOM:

e TUIMOILIA3US aJieHOTUNohu3a;

e runoruiazus (UM ariasus) runoTagaMo-runogu3apHoil HOXKH;

e BKTOIMS Helporunodusa;

e CUHIPOM <«ITyCTOTO TYpPEILIKOTO Cejiar;

e TUIIOIUIA3MsI/aruia3usl 3pUTEIbHON XUa3Mbl U/UIW 3pUTEIbHBIX HEPBOB;
e TMITOILIA3MSI/aIlIa3us MPO3PAYHOI IIEPeTOPOIKI 1/ MIN MO30IMCTOTO Teja;
e KHCTa KapMmaHa Patke;

e aHomanus ApHoabaia—Kwuapu.

2. O6beMHBIE 00pa3OBAHUS:

e KpaHuodapuHruoma (dHIOCEISIpHAsI, CyrpacesuisipHasi, HA0CYIpace-

JIsIpHasi, cTeOenbHasl, BHYTPUKETYIOYKOBAs);

e TUIIepIUIa3us ageHorunodusa (rmpu myrauuu reHa PROPI);
e TJIMOMa 3PUTEJLHOTO HEPBA;

e T€pPMUHOMA,;

e TMIIOTAJaMUYECKHE aCTPOLIMTOMEIL;

e CyIpacesuIsIpHble apaxHOUAAJbHbIE KUCTHI U JIp.

Knaccuyeckaa tpuaga npusHakoB rmipu MPT ronoBHoro mMosra, accoumum-
poBaHHas1 ¢ u30iaupoBaHHBIM AedunmToM CTI m THUImONMMTYUTapH3MOM
(nnmu BcTpevaroiasics nmpu uzoaupoBaHHoM aeduuure CTT v runonutyu-
Tapu3Me): TUIOIUIa3us aneHorunogusa, TUTIONIa3us (aria3ms) HOXKHU TU-
nodusa, SKTOIUS Heporumnodusa.

Cenroontuueckas aucmiasus (cunapoMm Jla Mopcbe) TIposiBisieTCsT U301 -
poBaHHbBIM AeduniuToM CTI Win NaHTUMIIOMUTYUTAPU3MOM, XapaKTepu3yeT-
Csl COYCTAaHMEM TMITOILIA3MM/aIlIa3uy X1Ua3Mbl 3pUTEJIbHBIX HEPBOB, TUIIO-
MJ1a3UK/aria3uu Mpo3payHoil Meperopoaky u/uid MO30JUCTOro TeJa.
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IIpu runonutTyuTapusmMe ¢ MOATBEPKIeHHOW MyTaunueil rena PROPI1I MPT
TOJIOBHOI'O MO3ra MOXET BBISIBUTH I'MIIepIUIa3uIo afeHorumnodusa. I'eHeTn-
YeCcKM TTOATBepxKIeHHas Mmyrtanus reHa PROP] mo3BoiseT 00JbHBIM M30¢e-
XaTh OMEPaTUBHOIO BMEIIATEIbCTRA.

UccnepoBaHue KOCTHOro Bo3pacTa

OlLieHKa KOCTHOTO BO3pacTa IIPOBOIUTCS ITOCPEACTBOM peHTeHoTrpaduu Jie-
BOW KHUCTH C JTy4e3arsiCTHbIM CYCTaBOM Y JIeTeil Ui peHTreHorpaduu kose-
Ha U CTOITbl Y HOBOPOXIECHHbIX.

KocTHblit Bo3pacT 00bIuHO omnpeaenstor no meroay Greulich-Pyle ¢ mo-
Molblo paguonorundeckoro atiaca (Greulich W. W., Pyle S. 1., 1959) unu
no merony Tanner, Whitehouse (TW2) (Tanner J. M., 1983).

KoctHoe co3peBanue npu gepuumute CTI 3HAUMTETBHO OTCTAET OT XPOHO-
JIOTUYECKOTO (MacrnopTHOro) — 0oJjiee yeM Ha 2 rojia, IpudeM CTeIreHb ero 3a-
JIEePKKN KOPPEJNPyeT CO CTEMEeHbI0 M ¢ mnTebHOCThIO Aeduimra CTT.

MonekynsipHO-reHeTU4eCKOe uccnegosaHue

[Ip1 MOIEKyISIpHO-TEHETMYECKOM MCCICAOBAHUM TIPOBOIUTCS ITOMCK AeheK-
TOB B IeHaX, aCCOLIMMPOBAHHBIX ¢ (DOPMUPOBAHUEM TUIIOTAJIaMO-TUTIO(PHU3ap-
HOI1 OCH, pa3BUTHUEM MepenHel 101 runodusa, TeHOB, PEryJIMpYIOIIMX CUHTE3
u cexkpermio CTI. Y mammmenToB ¢ TP BosmoxkHbI nedekTsl reHoB GHI (co-
JepXKUT 5 9K30HOB), GHRHR (13 3K30HOB); Y MallMEHTOB C MHOXECTBEHHBIM
JIepULMTOM TOPMOHOB aneHorunogusa — aedekTsl reHoB HESX] (4 3K30Ha),
LHX3 (6 sx3oH0B), PROPI (3 sx30Ha) u POUIFI (PITI; 6 3K30HOB).

Jleverune ['T1y peten

JleyeHue peKOMGUMHAHTHbBIM FOPMOHOM poCTa

Ilenu neyeHnsi peKOMOMHAHTHBIM ropMoHoM pocta (pI'P):

e JIOCTMKEHME YCKOPEHHBIX TEMIIOB POCTa B MEPBbIE TOJbI JIEYEHUSI U UX
HOpMain3alusl B JaJIbHEHIIEM;

e o0OecIieueHre BCTYIUIEHUS B IyOepTaT ¢ HOPMAaJbHBIM POCTOM;

e JIOCTMKEHME KOHEYHOTO pOCTa B Tpejiesiax Wi Bblllle FeHETUYECKU TPo-
THO3UPYEMOTO;

e HOpMaTU3alMs TICUXO3MOIMOHATIBHOTO COCTOSIHUS U 00eCIieueHUe YIOB-
JIETBOPUTEIBHOTO KauyecTBa >KU3HU;

e HOpMauM3allvs coCcTaBa Teja;

e TIOBBIIIIEHUE MUHEPATBbHON TJIOTHOCTU KOCTHOW TKaHU;

e CHUIXeHUE (DaKTOpPOB pUCKa Pa3BUTUSI CEPAEYHO-COCYIUCTBhIX 3a0oJieBa-
HU.
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PexoMOMHAHTHBIN TOPMOH poOcCTa Ha3HAyaeTCs TOC/e MCKIIOUYEeHUs aK-
TUBHBIX 3JI0KAaYECTBEHHbIX HOBOOOPA30BAHWM, TSXKEJIbIX COMATUYECKUX U
ncuxuueckux 3abonesanuii. [pu Hanmuum nedunnTa Apyrux TPOMHbBIX TOP-
MOHOB — T10CJIE €r0 KOMIEeHCAIIUY.
PexoMOMHAHTHBIN TOPMOH pOCTa HE HA3HAYAETCS B CJIEAYIOIINX CIyJasix:
MPU 3aKPBITHIX 30HAX pocTa (CMPaBeTUBO JJIs1 TeAUATPUIECKUX 103);
MPU aKTUBHBIX 3JI0KAY€CTBEHHBIX HOBOOOPA30BAHUSIX;
MPU MPOTPECCUPYIOLIEM POCTE UHTPAKPAHUATBHBIX OIYXOJIEH;
MPU TUTIEPUYBCTBUTEILHOCTH K COCTABJISIIONIMM Mpernapara Wiu pac-
TBOPUTEIS.

3amectutenbHyo Tepanuio pI'P mpexkpamamot npu:
3aKPBITUM 30H POCTA;
JMOCTVKEHUM pOCTa, OJIM3KOro K KOHEYHOMY (CKOpPOCTh pocta < 2 cM
B To1) Ha (poHE JeYeHUs;
JOCTUXEHUM COLIMAIBHO MPUEMJIEMOTO POCTa, CPABHUMOTO CO CPEJi-
HUM pocToM poauteneii (B).

Ho3bi pI'P

PexoMOMHAHTHEIII TOPMOH pOCTa Ha3HAYaeTCsl B CTAHAAPTHOM IeAuaTpuye-
ckoii mo3ze (0,033 mr/kr/cyT) /K B BeuepHee Bpems (21.00—23.00); BBonuT-
cs B MepeHe00KOBYIO MOBEPXHOCTh Tjieua U Oefpa ¢ ux 00s3aTeIbHbIM ue-
penoBaHuem (A).

Ecin K Hayajly moJioBOro pasBUTHS HOPMAJbHble MOKA3aTeJd POCTa He
JOCTHTHYTBI, BO3MOXHO yBeJMYEHUE H03bl B Ilepuoid IydoepTaTa mo
0,05 mr/xr/cyt (C).

Ocnoxxenuns tepanun prP

Pe3ynpTaThl MHOTOJIETHUX MEXIYHAPOJIHBIX MCCIEIOBAHUN MO WU3YyYEHUIO
nob6ouHsx 3¢ dekToB pI'P y mereit ¢ npedbummrom CTI, a Takke maHHBIE
MHOTOJIETHEMl PYTMHHOM IMPAKTUKUA €ro IMPUMEHEHUSI CBUIETEJBbCTBYIOT O
0e30racHOCTH 3Toro meroaa jedeHus. Cepbe3Hble TOOOYHBIE 3 (HEKTH Ha
(¢one 3aMecTutenbHOM Tepanuu pI'P y nereit kpaitHe penku. Hanbosee yac-
TO BCTPEYAIOTCH:
e 100pOKaYeCTBEHHAs] BHYTpUUEpPEIHAsl TUIIEPTEH3US;
e ApTpaJITUM;
e OTEKWU;
e IpenydepTaTHasi TUHEKOMACTHUSL.
[Ipu mosiBIeHNM MOOOYHBIX SIBJACHUN (B 3aBUCUMOCTH OT MX BBIPaXKeH-
HOCTH):
e BpeMeHHO (0OBIYHO Ha 2 Henenun) cHukawoT 103y pI'P (B 2 pa3a ot ucxon-
Hoit) (D);
e BpeMeHHO (0O0bIYHO Ha 2 Heaeau) otMmeHsoT pI'P (D).
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JloOpokayecTBeHHAS] BHYTpHUYEPENHAS TUIEePTeH3Us HaOJfomaeTcsl y IeTeld,
nonyyvatomux pI'P, ¢ yactoroii 1:1000 1 pa3BuBaeTcs, Kak IMpaBuJio, B Mep-
BBbIC MeCIbI JICUeHNS. Y MAllMEeHTOB ¢ TprnoopeTeHHBIM nedunutom CTT
PUCK pa3BUTUS JAHHOTO OCJIOXHEHUs BEIIIC.

CuMIITOMBI 1OOPOKAUYECTBEHHON BHYTPUYEPEITHON TUIIEPTEH3UU: T'OJIOB-
Hasg 00Jib, TOIITHOTA, PBOTA, HAPYIICHUS 3PEHUS, OTEK 3pUTEILHOTO HEpBa
(TToaTBEpXKIaeTC OCMOTPOM TJIa3HOTO JHA).

Ckenernble Hapymenus. B nepsoie mecsainl nedenust pI'P (ocodbenHo npu
3HAUYUTEILHOM YCKOPEHMHN TEMIIOB POCTa) BO3MOXKHBI apTpairuu (KOJIeH-
HBIE CYCTaBBI), OOJIM B KOCTSX HOT M IT03BOHOUYHMKe. Kak mpaBmiio, oHU
MPOXOJAT CaMOCTOSITEJIHHO.

Y0enuTenbHBIX JaHHBIX, 9TO Tepanus pI'P MoXeT BbI3BaTh COCKaIb3bIBa-
HUE TOJOBKM OCAPEHHOI KOCTU, MILEMMWYECKUI HEKPO3 TOJIOBKU OeapeH-
Hoit KocTu (0oJie3Hb [lepreca), ckonno3s, HeT. Bo3aMoxkHO ycyrydieHue cKo-
JIM03a.

Oreku. OgHrM 13 OCHOBHBIX 3 dekToB pI'P gBisieTcs 3amepkKa KUIKO-
CTU B opraHusme. Y aeTeil nepudepuyeckrue oTekKu Ha (oHe 3aMeCTUTENb-
Hoil Tepanuu pI'P BcTpeualoTcsi ropasgo pexe, 4yeM Y B3POCbIX.

OCHOBHBbIE MPOSIBIACHUS: OTEYHOCTh BeK (0oJjiee BbIpakeHHas Mo yTpaMm),
MacTO3HOCTb IOJIEHEH U MajbleB PYK — pa3BUBAIOTCS B MEPBbIe HENEaU Jie-
yeHus. Kak mpaBmio, OT€YHOCTh MCYE3aeT caMa B T€UEHUE HECKOJBKHUX
JTHEW WA HENEb.

Puck HoBOOOpa3oBaHmii. Y neTeil ¢ HOBOOOPAa30BaHUSIMU B aHAMHE3¢ BO-
npoc o Hayajie Tepanuu pI'P pelraercst ”HOIUBUAYaIbHO, IO MEpe 3aBepIle-
HUS JIEUCHUSI 110 TTOBOAY ONYXOJIW U B 3aBUCMMOCTH OT CTaIlM PEMUCCHUM.

B HacTosiee Bpemsi HET JaHHBIX, 4TO Tepanusi pI'P moBbilIaeT 4acToTy
PEeLIMAMBOB Yy AeTeli, paHee MOABSPIIINXCS YCICITHOMY JICUYCHHIO 110 TIOBOIY
HOBooOOpa3zoBaHuil. HeT Takke JaHHBIX O TOM, UTO 4acTOTa BO3HUKIIUX de
NOVO 3JIOKAYECTBEHHBIX COJIMIHBIX OMYXOJel U JIEMKO30B BBIIIE Yy MallMeH-
TOB, nosayydaBiux pI'P.

ITocne nedyeHust Mo MOBOMY OMYXOJM OTCYTCTBME €€ NajbHEHIlero pocra
WIA peUMIUBa JOJIKHO OBITh JOKYMEHTHMPOBAHO B TeueHHe 6—12 Mec 10
Hayvaja jedyeHus pI'P. JIeTu mocie onepaTMBHOIO JICUEHUS 11O MOBOIY OITy-
XOJIel TOJIOBHOTO Mo3ra, nonydaromue pI'P, momkHbl HabM0aaThCSI COBME-
CTHO C OHKOJIOTOM 1 HEHPOXUPYPTOM.

MonutopuHr npu tepanuu prP

MoHuTopuHT B xoae Tepanuu pI'P mpoBoauTcs reamaTpoM-3HA0OKPUHOJIO-
roMm Kaxuable 3—6 mec (puc. 5).

OneHka poctoBoro addekra (yBeJruuyeHre adCOMIOTHBIX ITOKa3aTeseil po-
CTa ¥ CKOPOCTH POCTa) — HanuboJiee BaxKHBIN KpuTepuit 3(POEeKTUBHOCTU Te-
pammuu pI'P. Ilone3HbIM SBIIsSIETCS CpaBHEHUE JUHAMUKU POCTa C IIEJIEBBIM
pocToM pebeHKa.
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| KOHTpOSIb NeanaTpoM-3HOOKPUHONOMOM Kaxable 3—6 Mec |

| OueHKa pocToBOro oTeeTa |

[ Poct | [SDSpocra | A SDS pocta/ron I

| CKPUHUHI BO3MOXHbIX MO60YHbIX 3dpheKToB |

I KOHTpOnb YpoBHEii B CbIBOPOTKE I

I NDP-1 I I CB060HbIN/06WMN T4 I I Komeaonl I I'niokosa I Jivnngel
(onpenenenve
JMNUBHOTO CMEeKTpa)

[ wvopce-3 |

| OnpepeneHve KocTHOro Bo3pacta (1 pa3 B rof) |

[ MPT ronoBeHoro mMo3ra |

| KoHCy/bTaLms OKySIUCTa (OCMOTP ra3Horo 4Ha) |

PeLueHve Bonpoca o0 Koppekuumn fo3bl pI'P B 3aBUCUMOCTU OT:
® POCTOBOIO OTBETE,;

® ypoBHA NOP-1;
e ny6epTaTHOro craTyca;

® pe3yNbTaToOB CONOCTABNEHWSI C POCTOBLIMM NPEANKTOPHLIMU
MoaenaMm

| OueHka cob6ntoAeHNa NaLMeHTOM pexmma nedveHms |

PucyHok 5. MoHutopuHr npu tepanuu prPy feteir. UOPCE-3 — NOP-cBsA3bIBaKOLL NI 6€510K 3.

Yposerb UDP-1. Ocoboe BHUMaHUE HOJKHO OBITh YAEJIEHO OLIEHKE TOTO,
HACKOJIbKO COOJIIONAeTCS PEXUM JICYEHUS, I CBOEBPEMEHHOMY BbISIBJICHUIO
mo6oYHbIX 3(phexToB. C 3TOM 11eJblo MPOBOASAT KOHTPOJb ypoBHs MDP-1 B
cbiBopoTke. [loanepxkaHue 3Toro nokasaress B Mpejesiax HOpMaJlbHbIX 3HA-
YEHUI IS COOTBETCTBYIOIIETO BO3pacTa U MoJjia SIBsIeTCsS OOLIENPUHSATON
MPaKTUKON TPU 3aMecTuTebHOI Tepanuu pl'P.

T'opmoHanbHBI cTaTyc. YUUTHIBasi BO3MOXHOCTb PA3BUTHSI MHOXKECTBEHHO-
ro aedwuiMTa TOPMOHOB aJeHOTNNOMU3a y pedeHKa C TUarHOCTUPOBAHHBIM
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paHee uzoaupoBaHHbIM gedunrToM CTIT, HeoOXOIMMO PEeryiasipHO KOHTPO-
JINPOBaTh TUPEOMAHBIN cTaTyc (YPOBHM CBOOOmHOro miu odiiero T,) 1 ypo-
BEHb KOPTU30JIa B KPOBU C 1IEJIbI0 CBOEBPEMEHHOM AMArHOCTUKM BTOPUYHOTO
TUIIOTHPEO3a U BTOPUYHOTIO TMITOKOPTUIIN3MA U CBOEBPEMEHHOI KOPPEeKIIUU
no3bl L-TUpOKCUMHA M/WId TUAPOKOPTHU30HA. BaxKHOCTh OLIEHKM TOpMOHAJIb-
HOTO CTaTyca MaleHTa IPOAMKTOBaHA U CTEPTOCTHIO KIIMHUIECKOU KapTHUHBI
MPUCOSANHSIEMBIX TPOITHBIX HEJOCTATOYHOCTEN. YPOBHU ITOJIOBBIX TOPMOHOB
Y TOHAJOTPONMHOB (0a3ajbHble U CTUMYJIMPOBAHHbIE) UCCASTYIOTCS IS IO~
TBEPXKIEHMS/MCKITFOUCHUST TOHAIOTPOITHON HEIOCTaTOYHOCTH.

Kocthbiii Bo3pact. OrnipeesieHMe KOCTHOrNO Bo3pacTa (Co3peBaHUs) MPOBO-
JSAT JJI1 OLIEHKM POCTOBOrO MOTEHIIMaNa 10 JOCTHXKEHUSI KOHEYHOIo pocTa.

MPT rosioBHOro Mo3ra. /IeTsiM ¢ OMyxoJisIMU FOJIOBHOIO MO3ra B aHaMHE3¢e
MPT royioBHOro mMo3ra nmpoBoisT He pexke 1 pasa B rog. OHU JOJKHBI CO-
BMECTHO HaOJII0aThCsl dHAOKPUHOJOraMU U Helpoxupypramu. Hetsam ¢
BpoxneHHBIM gedunmtoM CTIT MPT romoBHOro Mo3ra mpoBomdaT 1 pa3 B
2—3 rona.

Bbuoxnmmnueckue nmokasarean kposu. Ha ¢pone teparnuu pI'P koHTpomupy-
0T MOKa3aTesn YIJAeBOAHOTO (TII0K03a) 1 JIMITMAHOIO (JIUIIUIHBINA CIIEKTP)
oOMeHa. Y NoaHbIX AeTeil (0COOEHHO B MOAPOCTKOBOM BO3pacTe) 1ej1eco00-
pa3eH MOHUTOPUHI YPOBHS MHCYJIMHA.

Odransmoornyeckoe odciaenoBanne. [1raHoBast KOHCYIbTaLIMSI OKYJIMCTA
¢ 00s13aTeILHBIM MCCIIEOBaHNEM TJIa3HOIO JHA IIPOBOAMUTCS Tiepel Ha4yaaoM
tepanuu pI'P u perynsipro Ha ¢oHe Tepanuu. [1pu nossBIeHUM CUMIITOMOB
IOOPOKAUYECTBEHHOM BHYTPUYEPEITHON TUMNEPTEH3UM O(PTaTbMOJIOTMIECKOe
o0ciemoBaHne ITPOBOAWTCS BHEIUIAHOBO, C IOCJCAYIOIINM IIPOBEACHUEM
DBI/9x03I (Mo HEOOXONMMOCTH) U KOHCYJIbTallieli HEBPOIIaTOJI0Ta.

JleyeHMe NaLUMEeHTOB C MHOXXEeCTBEeHHbIM AeduumTom
ropMoHoOB ageHorunocgusa

[Ipyu HanMMYUM TUMOMIUTYUTApU3Ma HEOOXOIUMO 3aMeIlleHNe BCEeX MMEI0-
muyxcsl runodu3apHbIX HegocTaToyHocTel. Y geteil ¢ apuarHoszom WP
cJieayeT MOMHUTDL O BO3MOXHOCTHU MPUCOeNUHEHUS AepULUTa IPYTUX TPOII-
HBIX TOPMOHOB U Pa3BUTHS TUIIOMUTYUTApU3Ma. DTO OCOOEHHO aKTyalabHO
NpU HATWYUM BKTOMUU Helporurnodusa Uau APYrux aHOMaauidi pa3BUTHUS
CeJIISIpHOI 00J1acTu.

AJITOPUTM 3aMECTUTEIIbHOM TOPMOHAJIBHOM Tepaltuy MpU TUTIOITUTYNTA-
pu3Me IpeacTaBlieH Ha puc. 6.

Tepanus BTOpUYHOro runoTupeosa

Cpa3zy mociie yCTaHOBJIIEHWSI TMarHO3a Ha3HA4yaloT TUPEOUAHBIE Mperapa-
Tbl (L-TUpOKCUH, DyTUPOKC) BHYTPh 1 pa3 B CyTKM, yTpoM 3a 20 MUH 10
enpl. Jloza mopbupaercss WHAMBUAYaJIbHO M, Kak IPaBWJIO, COCTaBJsIET
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—| vnonuTyuTapuam |—

| uare | | MArA |
DOedovumt TTT | | Oedomumt AKTT Ledovumt JII, ®CI Hedovunt
Hedovunt CTI (BTOPU4HBIN (BTOPUHHBIN (BTOPU4HBIN BagornpeccuHa
runoTmpeos) | |runokoptuumnam) runoroHaamam) (HecaxapHbIi anadeT)
Mpenapatbl
TecTocTepoHa Mpenapars
Tvpeonarsie Fmioko- gm:;aHZ:') actporetoe | | Oecmonpeccut
FOpMOH pocTa npenaparbl KopTUKOUab! Aap 3 a i (MyHpuH,
(L-TupokeuH: | |(rmmpokopTnaoH:| | Xopuornyeckuii CTporeH MpecaiiHexe)
SyTUpoKc) KopTed) roHapotponuu || FecTareHkbie P
npenaparbl
Mpenapatbl
Jir/ocr
Jnéupo,
noTeHuus, Y nenbHbIn
NODP-1, Cro6 AT AL, CUHOPOMBI CvmnTombl BEC MO4M,
TeMMbl pocTa BODOAHBIN T4 camo4yBCTBUE HepocTatoy- | |HEAOCTATOUHOCTA CYTOYHbIN
HoCTH 3CTPOreHoB [mypea
aHaporeHoB

PucyHok 6. Anroputm 3aMecTUTENIbHON Tepanuu Npu runonuTyuTapu3Me 1 Kputepum ee agek-
BATHOCTU (HWXHWiA pag). MATA — MHOXEeCTBEHHbII LedULUT FOPMOHOB afeHornnogusa.

50 MKr/M%/CyT WM OKOJIO MOJIOBMHBI J03bI, UCIONL3YEMOI NPU JICYEHUU
MEePBUYHOTO TUITOTUPEO3a.

KoHTpoab anekBaTHOCTH 103kl — IO YPOBHSIM CBOOOJHOTO MK 00111eTO T4
B CBIBOPOTKE. Jl03a CUMTAEeTCS ONTUMAIIBHOW, €CIU yAaeTCs TMONACPKUABAThH
YPOBEHb CBOOOIHOTO Man obiero T, Oike K BepxHel rpaHuile Hopmbl. Ha
(one seyenust pI'P nmoTpedHOCTL B TMPEOUIHBIX TpernapaTax MOXET YBEeJIU-
yuThCA. JIMUTeNbHas Mepeno3npoBKa TUPEOUAHBIX TTPENAapaToB KpaiHe HexXe-
JlaTeJIbHa, MOCKOJIbKY MOXET CIIOCOOCTBOBAaTh IMPOIPECCUPOBAHUIO KOCTHOTO
CO3pEeBaHUsI M HETaTUBHO CKAa3aThCsl Ha IMOKa3aTessix KoHeuHoro pocta (B).

Tepanua BTOPUYHOro ruNOKOpPTULU3MA

Hasznavator tuapokoptn3oH mis TipueMa BHyTpb (Kopred, Ildaiizep,
CIIA) B Tpu mpuemMa: yTpoM, JHEM U PAaHHUM BeYepoM, MpPU ITOM YyTPEH-
HSIST J03a JOJKHA OBITh BhIIIE AHEBHOW M BeuyepHei. Jlo3a mojikHa ObITh
MaKCHUMAaJIbHO MPUOIMKEHHON K MIHUMAJIbHON 3aMECTUTENIbHOM 103¢e: S—
10, makcumym 12 mr/m?/cyr.

KoHTposb aneKkBaTHOCTU 103bl — I10 OOIIEMY COCTOSIHUIO, aHaInU3y TeM-
OB POCTa Y HAJIMYMIO CUMIITOMOB HEAOCTAaTOUHOCTHU WJIM M30BITKA TJIFOKO-
KOPTUKOUIOB.
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ITpu nmpucoenuHEeHUM UHTEPKYPPEHTHBIX 3a0oJjieBaHUlt, HA (DOHE cTpec-
COBBIX CUTYallMii 703y TMAPOKOPTU30HA Ha HECKOJbKO CYTOK YBEIWUYMBAIOT
B 2—3 pasa, B 3aBUCUMOCTH OT TSKECTU COCTOSTHMUSI.

Kunxkue ¢opmbl tuapokoptudoHa (Coay-kopred, CycrneH3usl TUAPOKOP-
TU30HA, TPEAHMU3O0JOH IS UHBEKIMI) MPUMEHSIOT IPU HEOOXOAUMOCTU
MapeHTepaJIbHOTO BBEACHMUS IpernapaTta (TUIIoaapeHaNIOBBI KPU3, TSKEI0e
MHTEPKYpPEHTHOE 3a0ojieBaHue, OlepaTUBHOE BMEIIATEIbCTBO, DPBOTA).
[TpuMeHsII0T pacTBOp TMAPOKOPTU30HA CYKIIMHATa (B/B WU B/M) WIU TUI-
POKOPTM30Ha auerara (TOIbKo B/M) B 103e 40—150 mr/M?, pasaeaus ee Ha
3—4 BBemeHus. Ilpu TsoKeIOM TUITOTIMKEMHWU Hapsmy C MepOpaibHBIMU
WHBEKLIUSIMU TUAPOKOPTU30HA TTOKA3aHO I/K BBeleHUe TiokaroHa, 0,5—
1,0 mr unu B/B BBenenue 40% pactBopa rmoko3bl (1 Mi/Kr).

Bce onepaTuBHBIE BMEIIAaTEIbCTBA IIPOBOIAT Ha hOHE B/M BBEICHUS THI-
POKOpPTH30HA, KOTOpOe HAauMHAIOT 3a 12 4 1o nmiaaHupyeMoii onepauuu (C).

Tepanus HecaxapHoro gua6era

HasHavalooT cuHTeTMYEeCKUEe aHaJIoru AecMolpeccuHa. B HacTosiee Bpems
B P® 3aperucrpupoBansl MuHUpWH (TabiaeTnpoBaHHEIN Tipemnapar, Mep-
punr, I'epmanus) u IlpecaitHekc (HazanbHbIN cnpeit, Mudapm, Mtanus).

Ho3y MuHMpuHa NMoa0uparT WHAMBUAYaIbHO, HadaJdbHasl 103a COCTaB-
qstet 0,1 mr/cyr. IlommepxXuBaloiasi 1o3a y OOJBIIMHCTBA ITALlMEHTOB CO-
crapisger 0,1—0,4 Mr/cyr, a B HEKOTOPBIX CIIydasX MOXKET JOCTUTATh
1,2 mr/cyt (C). [Ipenapar npuHuMaioT 2—3 pasa B cyTKu 3a 30 MUH 10 WK
yepe3 2 9 MOoCJe elbl.

ITon6op mo3wl IlpecaiitHekca OCYILIECTBISIETCSI UHAUBUAYaIbHO. Y neTeit
no3a coctapisier 10—20 MKT onuH WM ABa pa3a B cyTKu. OQHO HaxaTue Ha
JIO3UPYIOIIEee YCTPOMCTBO COOTBETCTBYET oqHOM mo3e mwin 10 mkr. [1pu mmoxa-
0ope J03bl OPUESHTUPYIOTCSI Ha pe3yJibTaThl aHAJIM3a MOYHM 10 3UMHULIKOMY
(ynenbHBINM BEC MOYM) M IMHAMUKY CYTOUHOIO AUype3a.

ITpu HaMUYKMK TTOJMYPUU U OTCYTCTBUM KaXKIbl J€UEHUE MPOIOJIKAIOT.
B ciayyasx 3HauuTenbHOro ymeHblieHus amypesa (< 0,8—1 1 B CyTKH)
mnmpernapaT BpeMEHHO OTMEHSIIOT, ITOCKOJIbKY COCTOSIHHE MEepea03UPOBKHU,
3a4acTyl0 COMPOBOXKAAOIIEeCs] TUMIEPBOJEMUE U OTEKOM MO3ra, OrnacHoO
st skusHu (C).

Tepanus BTOPMYHOr0 rMNOroHafu3Ma

ITpu cBOEBpeMeHHOM Hadalie M afcKBaTHOI 3aMecTUTeIbHOI Tepanuu pl'P
pebEHOK IIPUXOAUT K MOMEHTY Havajia myoepraTa ¢ XOpOIIMMHM TTOKa3aTes-
MU pocTta. B aToM ciiydae Havaao 3aMEeCTUTEILHOM TepaIyy IOJIOBbIMU CTE-
pougaMM HauMHAeTcsl MpU OOBIYMHOM BO3pacTe Hauaja Irydeprara: B
11—12 net y aeBouexk u B 12—13 ner y manbunkoB (C). [1pu HegocTaTouHOM
pOCTe MHOYKIUIO Iy0epTaTa BO3MOXKHO OTJIOXHUTH OO AJOCTUKEHMS KOCTHO-
ro Bo3pacta, paBHoro 12—13 nety neBoyek u 13—14 et y maiapuukos (D).
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Mg vHULIMauuy ImyoepTata y MajJbuMKOB BO3MOXKHO IIPUMEHEHUE 00
MpernapaToB XOPMOHWYECKOIO TOHAJOTPOIIMHA (XOPMOHMYECKUI TOHAH0-
TponuH 4enoBeka, I1podasu, [Mperamn), mndo aHaporeHoB. s cTUMYIIS-
LUK Pa3BUTHUSI BTOPUYHBIX MOJIOBBIX IIPU3HAKOB MCITOJIB3YIOT IIPEUMYIIECT-
BEHHO IpernapaThl TECTOCTEPOHA IPOJOHTMPOBAHHOTO AEMCTBUSI — TECTO-
CTepOHa 3HAHTAT JJIg mapeHTepaabHoro BBeaeHUs (Cycranon-250, OMHan-
peH-250). IIpenmapar BBogAaT B/M 1 pa3 B 3—4 Henenu, B no3e 50 MI B mep-
BbIlt roa jieyeHus, 100 mr — Bo BTOpoii, 200 Mr — B TpeTHIii; gajnee MPOBO-
IUTCSL TIOCTOSIHHAsl 3aMecTUTeNbHas Tepanus. Jis moamep:KuBaroliein
3aMECTUTEILHOM Tepalry BO3MOXHO MCIIOJb30BaHUE IIpErapaToB IS Ha-
KOXHOTO IIPUMEHEHHSI, BBIITYyCKAEMBIX B BUJE IJIACTBIPEA.

B xauecTBe MOHOTEpaIIMK MOTYT MCIIOJIb30BaThCS U IMperapaThbl XOPUOHU -
YeCKOro roHagoTpoIMHa, obyianaioiiye npeumyliecTBeHHO JII'-nmomoOHoi
aktuBHOCThIO: IIpodaszu (Cepono, IlIBeiitapust), Ipernun (OpranoH, Hu-
JepaaHabl), XOpuoHu4ecKuii roHagorponuH (Poccust), Xoparon (Mepunr,
I'epmanmst) (D). Ilpemapartel BBomsaT B/M 2—3 pa3a B Henento. IlepBoHa-
yanbHas go3a coctapiser 1000—1500 ME Ha unbekuuio. I1pu HegocTaTou-
HOM 3(ddekTe yepe3 6 MecslieB B 103y BO3MOXHO YBEJIWYUTh IO
4000—6000 ME B Hepento. BBeneHne XOopMOHNYECKOTO TOHAAOTPOIIMHA MO-
JKET COMPOBOXIATHLCS 00pa30BaHUEM aHTUTEN K HEMY, YTO MHOT/AA BbI3bIBa-
€T Pe3UCTEHTHOCTb K IIperapary.

g mHuOManuy myoepTaTa BO3MOXHO IIPMMEHEHHE COYETaHHOI Tepa-
MUY TIpernapaTaMy aHaporeHoB U XI'; TIpu 3TOM 4epenyroT MEeCSTYHYIO Tepa-
nuio npenapataMu XI' ¥ TpexMecsdHbIE KYPChI IPeIapaToB TECTOCTEPOHA
SHAHTAaTa B CTaHAAPTHBIX H03ax (D). DTuM gocTturaeTcs xopoilee pa3BUTHE
BTOPUYHBIX MOJIOBBIX MPU3HAKOB, YBEJINUYEHNE KOCTHOM U MBIIIEYHOIR Mac-
Chbl U yBeJIMUeHUEe oObeMa sindek. [Ipyu HeoOXoAUMOCTU CTUMYJISILUU CHEP-
MaTOTeHe3a B MaJlbHENIIeM JOMOIHUTEIbHO Ha3HAYAIOT MpernapaThl C cove-
tanHoi JII'/DCI-aktuBHOCTBIO (XyMmeroH, MenoroH, Ilepronan, MeHo-
nyp) i @CI'-aktuBHOCTBIO (ITyperon, MeTponuH).

Muuumanuio mydeprata y JeBo4YeK MPOBOISIT IpernapataMu 3CTPOTeHOB.
Hnsa aTUX LieJieil MCIOJb3YIOTCS IpernapaThl KOHBIOTUPOBAHHBIX 3CTpOTe-
HoB (D) (IlpemapuH, 625 MKI/CyT) U IPUPOIHBIX 3CTPOreHOB (IIPOU3BOJI-
Hble B-actpanuona — Octpodem (HoBoHopauck), mpon3BoaHbIe 3CTpaan-
ona Banepata — Ilporunosa (Lllepunr)). [IpenmapaThsl 3Toil TpyInmnbl Ha3HA-
4yaT B 703¢ 1 Mr/cyT. Bo3MoxXHO IIpruMeHeHNe TpaHCIepMaIbHBIX 3CTPOTe-
HOB, BBbIITyCKaeMbIX B Buie rejeii — Jluurens (Opuon Papma), KOTOPbIi
HaHOCAT | pa3 B CyTKM Ha KOXY HUXKHEH 4acTu IepeaHeil CTEHKM XXMBOTAa.

Yepes 1 rom MOHOTEpAIMK 3CTPOTEHAMM TIEPEXOMIT K HMKIMISCKOMN 3aMe-
CTUTEJILHOI Tepanuu 3CTporeH-rectareHHbIMU Tipernapatamu. C 3Toil 1ieJblo
HCIOJIb3YIOTCSI TIpernaparhl, coiepKalllie eCTeCTBEHHbIe 3CTporeHsl: JuBuHa
(Opuon ®apma), Llukmo-npornHosa (Llepunr), Tpuceksenc (HoBoHop-
nuck) (D).
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BeneHne nauveHTok ¢ cuHopomom LLlepeliieBckoro—TepHepa

MeTononoruga

Mertoapl, UCNOJIb30BaHHbIE I cO0Pa,/ceJleKIMH 10KA3aTeIbCTB:
e IIOMCK B 3JIEKTPOHHBIX 0a3ax JTaHHbIX.
Onncanue MeTOI0B, UCNOJb30BAHHBIX ISl COOPA/CelleKINH 10KAa3aTebCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeTtopl, UCHOJH30BAHHDBIE /1)1 OIIEHKH KAYeCTBA U CHJIbI I0KA3aTeIbCTB
e KOHCEHCYC 3KCIIEPTOB;
e OIICHKAa 3HAYMMOCTM B COOTBETCTBUU C PEUTMHIOBOM cxemoii (Tadu. 1
u 2).

Tabnuua 1. PeliTuHrosas cxema ans OLEHKN UMbl PEKOMEHALNIA

VpoBuu noka- Omnucanue
3aTeNIbCTB

I++ MeraaHanu3bl BBHICOKOTO KauecTBa, CUCTeMaTUYeCcKre 0030pbl paHIOMU3UPO-
BaHHBIX KOHTpoaupyeMbIx ucciaenoBanuii (PKW) unmu PKU ¢ oueHb HU3KUM
PUCKOM CUCTEMATHYECKUX OLIMOOK

1+ KauecTBeHHO MpoBeIeHHBIE MeTaaHaIM3bl, CUcTeMaThnieckue 0030pel PKN
wi PKM ¢ HM3KMM PUCKOM CHCTEMaTUYECKUX OLIMOOK

1— Meraananusbl, cuctematudeckue 063opsl PKU mmu PKU ¢ BeicokuM puc-
KOM CHCTeMaTUYECKUX OIIMOOK

2++ BbICOKOKAYECTBEHHBIE CHCTEMATHYECKIE 0030Pbl UCCIIENOBAHMI «CITy-
Yaii—KOHTPOJIb» JINOO KOTOPTHBIX MCCIIEN0OBaHUI. BhICOKOKAUECTBEHHBIE 00-
30pbI MCCIIEIOBAHUN «CITydall—KOHTPOJIb» MM KOTOPTHBIX MCCIAEIOBAHUIA C
OYCHb HU3KUM PUCKOM 3(hGhEKTOB CMEIIMBAHUS MM CUCTEMATUYECKUX OIIM-
GOK M CO CpeIHEil BEPOATHOCTHIO HATMYMSA MPUUNHHO-CIEACTBEHHON CBA3M

2+ Xopo1110 MpOoBeIeHHbIE UCCICI0BAHUS «CIIydali—KOHTPOJIb» UM KOTOPTHHIE
MCCJIEIOBAHUSI CO CPEIHUM PUCKOM 3(PdEKTOB CMEIIMBAHUS WM CUCTeMAaTH-
YECKMX OIIMOOK U CPeIHE BEPOSITHOCTHIO HATUYUST TPUYUMHHO-CIIEICTBEH-
HOM CcBS3U

2— HccnenoBanust «city4ail—KOHTPOJIb» WJIM KOTOPTHBIE MUCCIIENOBAHUS C BbICO-
KUM pUCKOM 3((HEeKTOB CMEIIMBAHUS WU CUCTEMATUYECKUX OIIMOOK U CO
cpenHel BepOSITHOCTBIO HAJTUUMs TPUYMHHO-CIIENICTBEHHOM CBSI3U

3 Heananutuueckue ucciaenoBaHusl (HampuMep: onucaHue ciiydyaeB, Cepuii
cJIyJaeB)

4 MHeHue 3KCIepToB

MeToapl, HCIOJIb30BAHHBIE JI AHAJIN3A 10KA3aTe/IbCTB:
e 0030pHI ITyOJIUKYEeMBIX MeTaaHaJI30B;
e crcTeMaThyeckre 0030pbl ¢ TabauIaMu J0Ka3aTeJIbCTB.
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OnucaHne MeTOA0B, UCNOJIb30BAHHBIX IS AHAJIM3A J0KA3aTeIbCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTuHroBas cxema Ans OLEHKN Ka4yecTBa PeKoMeHaaLnii

Cuna Onucanmne

A ITo MeHbIIE Mepe ONMH MeTaaHaIu3, CUcCTeMaTUdecKuii 063op nmiu PKU, oneHeHHBIE
Kak l++, HaMpsIMylo TPUMEHUMbIE K LEJICBOM MOMYJISIMU U JEMOHCTPUPYIOLINE
YCTOMUMBOCTD PE3yJIbTaTOB

Jlubo Tpymnma 10Ka3aTebCTB, BKIIOYAIOIIX PE3YIbTaThl UCCIEI0BAHUI, OLIEHEHHBIE
Kak 1+, HAMpsSIMYIO MPUMEHUMBIE K LIeJIEBOM MOMYISIUN U JeMOHCTPUPYIOIIHUE OOIILYyI0
YCTOMYUBOCTh PE3yJIbTaTOB

B I'pynna mokaszatenbCTB, BKIIIOYAIONIAs pe3yIbTaThl UCCASIOBAHU, OLIEHEHHbIE KaK
2++, HAMIPSIMYIO NTPUMEHUMBIE K LIeJIEBOM MOMYJISIUN U JeMOHCTPUPYIOIIHUE OOIILYyI0
YCTOWYMBOCTb PE3YJIbTATOB.

Jlubo noxaszatebCTBa, SKCTPAIIOIMPOBAHHBIE U3 MCCIEAOBAHMIA, OLIEHEHHBIX KaK |++
w1+

C I'pynna nokasaTenbcTB, BKIIOYAOLAs pe3yJbTaThl UCCIEIOBAaHUI, OLIEHEHHbIE KaK 2+,
HarnpsiMylo IPUMEHUMBbIE K 1IeJIeBOM MOMYJISILIMU U IEMOHCTPUPYIOLIME OOLIYIO YCTOM-
YUBOCTb PE3YJIbTATOB.

Nnu nokasatenbcTBa, SKCTPANOJIMPOBAHHBIC M3 MCCIENOBAHUMN, OLIECHEHHBIX KaK 2++
D Jloka3zarenbcTBa YpOBHS 3 UM 4.

W J0Kas3aTeJIbCTBa, 9KCTPAIOJUPOBaHHLIE U3 MUCCJIEIOBAaHUM, OLIEHEHHBIX KaK 2+

HNumukaropsl Haanexkameil npakTuku (Good Practice Points — GPPs)

Pexomennyemasi Hamexaiasi mpakTuKa 0asupyeTcs] Ha KIMHUYECKOM
OIbITE WIEHOB padoyeil rpymIibl MO pa3paboTKe peKOMEHAAlIUIA.

DKOHOMUYECKHIA aHAIN3

AHanIn3 CTOMMOCTH HE IPOBOIMJICS, W IyOJMKALMU 10 (papMaKOIKOHO-
MUKe He aHaJIM3UPOBAJICh.

MeToapl BaIMIU3ANMU PEKOMEHIATIMI:
e BHEIIHSISI SKCIIEPTHAST OLICHKA;
e BHYTPCHHSIST 9KCIIEpTHAsT OLICHKA.

Onucanue MeTOA0B BATMAM3ANMHA PEKOMEHAAIMIA

Hacrosiue pekoMeHIaluy B MpeaBapUTEIbHON BEPCUM ObLIN PeLICH3M-
pOBaHbBI HE3aBUCUMBIMU 3KCIIEPTAMU, KOTOPBIX ITOIIPOCUIN ITPOKOMMEHTH -
poBaTh IpexkJie BCero To, HAaCKOJIbKO MHTEPIIpeTalius 10Ka3aTeIbCTB, JeXa-
IIMX B OCHOBE PEKOMEHIAIIMI, JOCTYITHA IJISI TIOHUMAaHMS.
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[TomydeHBI KOMMEHTAPUM CO CTOPOHBI Bpauell ITIepBUYHOrO 3BeHA U yda-
CTKOBBIX MEIUaTPOB B OTHOIIEHUU TOXOAYMBOCTU M3JIOXKEHUSI PEKOMEH/Ia-
L1 U OIIEHKM BaXXHOCTH PEKOMEHIAIIMI KaK pabouyero MHCTPyMEHTa I0-
BCETHEBHOM MPAKTUKMU.

KoncyabTanum U 3KCnepTHas OleHKa

[NocnenHue M3MeHEHUsI B HACTOSIIIMX PEKOMEHAAIMSIX ObLIM B IIPEIBapU-
TEIBHOI BEPCUHU MPEACTABICHBI WIS TUCKyccun Ha KoHrpecce SHIOKPUHOJIO-
roB 20—22 mas 2013 r. (MockBa) U Ha KOH(pepeHLIMU AETCKUX SHAOKPUHOJIO-
roB 22—23 wionsa 2013 r. (ApxaHrennck). [IpenBapurenbHast Bepcust BBICTaB-
JIeHa TSI IIMPOKOro oocyxneHus Ha caiite @I'BY ODHL, m1st Toro 4to0s! J1m-
Ila, He yJacTBYIOIIME B KOHIpecce M KOHMEpPEHIMSIX, UMEIN BO3MOXHOCTD
MPUHATH yJacTUe B OOCYXXIEHUU 1 COBEPIICHCTBOBAHUM PEKOMEHIALIMIA.

[TpoexT pekoMeHaLuii OBLT pelieH3MPOBaH He3aBUCUMBIMM 3KCIIEPTaMU,
KOTOPBIX ITOIMPOCHIM MPOKOMMEHTHPOBATh MPEXIE BCErO JOXOAUYMBOCTh U
TOYHOCTh MHTEPIIPETalluM TOKa3aTeIbHOM 0a3bl, JiexKallleil B OCHOBE PEKO-
MEHIALNA.

Pa6ouas rpynma

71 oKOHYaTeIbHOM peaaKIIMd U KOHTPOJISI KauecTBa peKOMEHIALIMN Obl-
JI TIPOAHAIU3UPOBAHbI WICHAMHU PaOOUeil TPYIIILI C LIEJIbI0 YIOCTOBEPUTh-
Csl, YTO BCE 3aMeYaHMsI U KOMMEHTapUU 9KCIIEPTOB MPUHSTH BO BHUMaHME,
PMCK CHCTeMaTUYECKMX OIIMOOK IpU pa3paboTKe peKOMEHAAILIMil CBeIeH K
MUHUMYMY.

Cuna pekomeHaauuii (A—D) mpuBOAUTCS TIPU U3JIOKEHUU TEKCTA PEKO-
MEHIALNA.

OTMonorma

Cunnpowm lllepemeckoro—TepHepa (CILT) oOycnoBieH MOJHOM UK Yac-
TUYHOW MOHOCOMMEN MO X-XpOMOCOME, MPEJACTABIEHHON BO BCEX KJIETKaX
OpraHu3Ma WJId XK€ B 4YaCTU KJIETOK. DTO 3a00jieBaHKME BCTPEUYAETCs C YacTO-
toit 1:2000—1:2500 HOBOPOXIEHHBIX AeBoUeK. CBsI3b JAHHOTO CMHIpPOMA C
aHOMAJIUSIMMU OHOI X-XpoMocoMbl OblTa yctaHoBeHa Y. @opaom B 1959 1.

XpoMocoMHbIe aHoOManuu nOpu cuHapome IllepemeBckoro—TepHepa
MIPOSIBIISIIOTCSL OTCYTCTBMEM OTHOM M3 ABYX XPOMOCOM X, IeJIellMeil JacTu
OJTHOM XPOMOCOMBI X WJIM TpaHCJIOKallMell B IMpeaeaax OJHOU XpOMOCO-
MbI X; BOBMOXHBI TaKXKe pa3IMIHble MO3aMYHbIe BapUAHTHI, KOTAa B HEKO-
TOPBIX KJIETKaX XpOMOCOMHBIN Habop coxpaHeH. Toiabko 1% 3MOPUOHOB ¢
kapuoturnoM 45X0O pa3BUBaIOTCS J0 CTaIWU IUI0Ja, OCTAIbHbIE HE JOCTUTA-
10T 28 Heaenb rectaluu; okoiao 10% cIoHTaHHBIX A00PTOB CBSI3aHO C MOHO-
coOMMEN Mo xpomocoMme X.

YV HeKOTOpPHIX MaIMEeHTOK BO3MOXKHbI HAJTUYME MOJHONH XpPOMOCOMBI Y JIU-
00 ee IeJelIMOHHBIX BADMAHTOB WM MO3aMIHOCTD I10 XpoMocoMe Y (Bapu-
aHT 45X/46XY KIMHUYECKU MPOSBISETCS BUPUIU3ALIME, OTMEUYAETCS CMe-
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IIaHHAasT JUCTeHEe3UsI TOHA, YTO SIBJIIeTCS (paKTOPOM pHCKa TOHAI001acTO-
MbI). O0buHO ¢ uenbio auardHoctTuku CIHT mpoBomuTcs uccliemoBaHue
JUM@OLIMTOB KPOBHU, OOHAKO C €r0 IIOMOIIBI0 HEBO3MOXKHO BBISIBUTH JIEJIc-
MU U TpaHcaoKauuu xpomocom (D).

Hcnonb3oBaHue dutoopecueHTHON rudopuausanuu in situ (metox FISH)
MO3BOJISIET BBISIBUTH TaKKe M3MEHEHMSI KaprUOTUIIA, KaK JeJIes WU HaJli-
yne n3oxpomocomMbl, 1 B ciydae CLUT moka3eiBaeT, 4TO MOJIHAsT MOHOCO-
Mus 45X BcTpevaeTcs ToabKo y 50—60% OGonbHbIX. Ha cerogHsimHuii aeHb
yctaHoBieHo, 4To npu CIUT He cyliecTByeT YeTKOM KOPPEISIUM MEXIY
reHotunoM u ¢enorurnom (D).

KnnHuyeckaa kapTuHa 3aboneBaHus

Knnanueckue niposiBnenust CLUT upe3BbrruaiitHo pa3HOOOpa3HbI, U CTETIEHD
MX BbIpAXXEHHOCTHU KpaliHe BapuabenbHa. K OCHOBHBIM M HauboJjiee MocTo-
SIHHBIM KJIMHWYecKuM mposiiaeHusaM CIHIT oTHocgTcs 3aaep:KkKa pocTa,
MEPBUYHBIA TUIIOTOHAAU3M U LEJbIA PO BPOXICHHBIX aHOMAJIU: KPBLIO-
BUJHBIE CKJIAAKU IIeU, HU3KUI POCT BOJOC, MTO3, SIUKAHT, BICOKOE TOTU-
yeckoe He0O, pOTMPOBaHHBIE YIITHbIe pakKOBUHLI. [1py naHHOM 3a00JieBaHUU
MOXET HaOJI0AAThCSl TAKXKE LEAbIA psif aHOMAJIMA pas3MYHbIX OPraHOB U
CHUCTEM.

PocT

Hapymenue pocra Haomonpaerca B 95—100% cayvyaeB CLUT. OrcraBanue
B pOCTe IIPOSBISIETCSI BHYTPUYTPOOHOM 3amepXKKOW pocTa B Ipenesiax
1—1,5 SD (cTtaHmapTHOro OTKJOHEHMSI OT CpPeAHEro pocra Jjs JaHHOIO
BO3pacTa), HU3KOI CKOpPOCThIO pocTa (MeHee —2 SD) HaumHas ¢ 3 neT, oT-
CYTCTBHEM POCTOBOIO CKadKa B IIyOepTaTHOM Bo3pacTte. Bce 3To mpuBoauT K
HU3KOMY KOHEYHOMY POcCTy (B cpeagHeM Ha 20 ¢cM HIKE CpEeIHETO B IOITYJIsI-
uun (D)).

IIpu ouenke pocra mepouek ¢ CLUT mcmonb3yioTcs creuyraabHbIEC IIep-
LIEHTUJIbHBIC TaOJUILIBI U KpUBbIe pocTa (puc. 1).

B TeyeHue niepBBIX 3 €T XKM3HU OTMEYaeTCsl OTCTaBaHME KOCTHOI'O BO3pa-
CTa OT XPOHOJIOTMYECKOro. 3areM mpuMepHO mo 10 JIeT KOCTHBIM BO3pacT
YBEJIMYMBAETCSI COOTBETCTBEHHO XpoHoJiornyeckoMy. OmgHako mocje 10—
12 neT cHOBa OTMEYaeTCs 3aJepXKKa CO3peBaHUs CKeJieTa, YTO 00YCIOBICHO
JIe(ULIMTOM 3CTPOTEeHOB.

Henocrarounocts pocta npu CHIT oOycnoBieHa coueTaHUEM CKeJIeTHOM
IUCILIA3MK, XPOMOCOMHBIX HAPYIICHUI M BHYTPUYTPOOHOI 3aIepKKKU POC-
ta. IIpuunHoit Huskopociaoctu npu CIIT, a Takke HabaOmAEMbIX MPU
3TOM cUHIpoMe aedopmanuii ckeneta (nepopMaunsa ManenyHra, Bajbryc-
Has nedopMalysl JOKTEBBIX CYyCTaBOB, MUKPOTHATHsI, BEICOKOE He0O, YKO-
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poUYeHMEe KOHEUYHOCTEM WM IISICTHBIX KOCTEM) MOTYT OBITb MYTallUM TIe-
Ha SHOX.

ITo MHOTOYNCIEHHBIM JaHHBIM, JeuUT ropMoHoB pocTta (I'P) He nrpa-
eT CyllecTBeHHOU poiu B 3aaepxke pocra npu CIIT. CnoHTaHHAs1 U CTU-
MysaupoBaHHas cekpelus I'P y neBouek ¢ CILT HaxonuTcs Ha HOpMaJabHOM
(MM He3HAYMTEIbHO CHIDKEHHOM) YPOBHE BIUIOTH IO BO3pacTa, COOTBETCT-
BYIOILIETO HACTYILICHUIO IyOepTaTa.

CHuxenue cexperuu I'P y neBouek ¢ CIIT B Bo3pacTe JOJKHOTO, HO He
HACTYIMMBIIETO MyOepTaTa 0OYCIOBIEHO TMIIO3CTPOTEHUEH M KOMIIEHCHUPY-
eTCs TIPU 3aMECTUTEILHOM Tepalluy HU3KUMM 103aMH 3cTporeHos (D).

Cpennsist BenmmunHa koHeuHoro pocta npu CIIT BapsupyeT B pa3IuuHbIX
nomynsanusax ot 140 mo 147 cm. BamstHue BapmabGelbHOCTH KapUOTHUIIA Ha
KOHEUHEBI POCT HE IOKa3aHO, OOHAKO €CTh JaHHBIe O OoJjiee OJarompusT-
HOM IIPOTHO3€ B OTHOILIEHUM POCTa MPU KapUOTHUIIE C HAIMYUEM U30XPOMO-
coMbl X(i), wiu mpu Mo3amyHoM BapuaHTe 45,X/46,XX. CyllecTBEeHHO
BIAUSIIOT Ha TloKasaTesb KoHeuHoro pocta aereil ¢ CIIT poct ponuteneit
MallMeHTOK (YeM BBIIIE POAUTENIM, TEM JIydllle MPOTHO3) M BO3MOXKHBIN
CIOHTaHHBbIN My0depTaT, CIIOCOOCTBYIOLIMI OBICTPOMY YCKOPEHUIO CO3pEBa-
HUS CKeJleTa.

Ilpoenosuposanue koneunoeo pocma

B Hactosimee Bpemss HambOoJjiee pacIIpOCTpaHEH CIOCO00, IPU KOTOPOM
POCT OTMeYaeTcsl Ha TMepLUeHTUIbHOM KpuBoil mist 0oabHbIX CIOT 1 nnau-
BUAyaJbHasl pOCTOBAsl KpUBasl IPOAOJIKAETCSI COOTBETCTBEHHO I'pahUKy 10
oXxumaeMoro KoHeuHoro pocta. Haomonenns 3a 6onsabeiMu CLUIT mokasa-
JIM, 4YTO BTOT cIocod goctatouHo HaaexeH (D).

HapyweHus fAefTenbHOCTMU PenpoayKTUBHOW CUCTEMbI

Hns 6onbHbix CHIT xapakTepHO OTCYTCTBHE CaMOCTOSITEILHOTO MyOepTart-
Horo pa3BuTus, XoTsa y 30% neBodek, MPEeUMYIIECTBEHHO ¢ MO3aUYHbBIM Ba-
PUAHTOM KapHOTHIIa, MOXET OTMEUaThCsI YaCTUYHBIN ITyOepTaT, a y eIMHNY -
HBIX MAllMeHTOK BO3MOXKHA caMOCTOsITe/IbHasl 6epeMeHHOCTh (D).

T'unoronagusm npu CIIT oOycioBieH MepBUYHON SMYHUKOBOM HEIO-
CTaTOYHOCTHIO. BTOpMUHOE 0BOJIOCEHNE CIIOHTAHHO Pa3BUBACTCS Y BCEX JIE-
Bouek ¢ CHIT k 12—13 rogaM moja BAUSTHUEM HaAMOYEYHUKOBBIX aHIPOTe-
HOB, a OTCYTCTBHE POCTa MOJOYHBIX XXeJie3, YBeJINUEeHUs pa3sMepoOB MaTKU U
HOPMAaJIbHOTO Pa3BUTHSI BiIarajuina oOyCIOBIEHO OTCYTCTBMEM BBIPaOOTKU
3CTPOTEHOB SIMYHUKAMMU.

Kooca, depusamot

Hnst 6oapHbix CIIT xapakTepHbl MHOTOUYMCJIEHHbBIE TOOPOKAYECTBEH-
HbI€ HEBYChI, KOTOpPble OOBIYHO MOSIBISIOTCS B Bo3pacTte 3—4 JeT WIu
no3nHee. BenmunHa ux pa3inMyHa: OT MaJIoO3aMETHBIX 10 KPYITHBIX, BBICTY-
MaNUX HaJ MOBEPXHOCTHIO KOXK. HeByChl MMEIOT TEHAEHIIUIO K POCTY B
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nepuoa nyoeprata. MUx ymajeHue vMMeeT OOBIYHO JIMIIb KOCMETHYECKOe
3HAUYEHUeE, IIPU 3TOM HEOOXOAMMO YUYUTHIBATh MOBBIIIEHHBIA PUCK pa3BU-
THUSI KEJIOUIHBIX PyOIIOB U COIIOCTABIISITh 3TO C HEOOXOAMMOCTBIO KOCME-
TUYECKOU Koppekuuu. MHorma ormedaercsl rUnepTpuxo3, 0COOEHHO Ha
pa3rubaTebHONM MOBEPXHOCTHU Tpenrsednii. Bo3aMoxHO TosiBieHue ajao-
Menny Ha BOJIOCUCTOM yacTh rojoBbl. YacTeiM nmpusHakoMm npu CIIT gaB-
JISIETCSl BUTUJIUTO.

JIumpatryeckuil oTeK KUCTE M CTON y HOBOPOXAEHHOTO TMO3BOJISIET
mnarHoctupoBath CHIT yxke B pommnbHOM gome. JImMdaTudeckuit oTek
JeP>KUTCS OT HECKOJIbKUX AHel g0 2—3 jeT. C Bo3pacToMm JuMdaTudeckKue
OTEKM Yallle BCEro Mcye3aloT, OJHaKO IpU Harpyske (IjuTejbHas Xoapoa,
MEePEeOXIaXKIECHNE U Ip.) MOI'YT BHOBB ITOSIBJISIThCS.

ITogBaeHne AuM@paTUIESCKUX OTEKOB CBSI3bIBAIOT ¢ AHOMAIMSIMU Pa3BU-
TUSI TUM(PaTUIECKUX COCYJA0B — TUIMOIUIa3ueil M amjasueil TOBEepXHOCT-
HBIX COCYIOB, a TaKXXKe C TMIIOIUIa3Meil aHaCTOMO30B, COSAMHSIIOIINX I10-
BEPXHOCTHBIE M IyOoKue JumdaTruueckue cocyabl. B peakux ciydasx
TpeOyeTcsl XMpypruuyeckoe BMeIIaTe/IbCTBO B BUIE aHTUOIIacTUKKU. OmxHa-
KO XMPYPruueckoe JIeUeHUEe MPUMEHSIETCS MO0 OCOOBIM ITOKa3aHUSIM, TaK
Kak ero a((peKTUBHOCTh HA CErOAHSIIHUI NeHb He JoKa3aHa. EcTh npen-
MOJIOXKEHUSI, YTO JUM@aTUIECKU OTeK SBJSETCS NMPUYMHON TaKUX Xa-
paktepHbix yepT CILUT, kak KpbUIOBUIOHBIE CKJIAIKHU IIeW W M3MEHEHUS
AOPTHI.

Mg CHIT xapakTepHa HU3Kasl JIMHUS pOCTa BOJIOC Ha 1iee c3aau. MHorma
OTMEYaeTCsl YCWICHHBII pOCT BOJIOC Ha TeJle, 0OCOOEHHO Ha pa3ruOaTeIbHO
MOBEPXHOCTU mpeariednii. OTMeyaroTcsl aHOMaJauu B CTPOCHUU HOTTEI:
HOITU Ha Tajbliax 1e(hOpMUPOBaHbI, OHU Y3KKME U KOPOTKHUE, TJTYyOOKO CUAST
Ha HOTTEBOM JIOXKE.

O6nacTb Wien

VY 6ompabIx CIIT, Kak mpaBuiio, KOpoTKas, mmpokas 1mes. Knaccumaeckum
BHEIIHMM TIPU3HAKOM CHUHApPOMA SBJSIIOTCS KPBIIOBUAHBIC CKIAAKU Ha
1mee — pterygium coli, BEIpaXkeHHOCTb KOTOPBIX BapbupyeT. JlocTaTouHo Ya-
CTO IIOCJIe KOCMETHYECKOM OIepalliyl 110 yIaJeHNIO KOKHBIX CKJIaIOK 00pa-
3YIOTCS TOCJIEONEPALIMOHHBIE KEJIOUIHBIE PYOIIHI.

FpyaHas knerka

XapakTepHa IIHWpPOKas TpyaHas KJeTKa C XOpOIIO Pa3BUTONW MYCKYJaTy-
poii. Cocky BTSIHYTBI, OTMEYAETCS UX TUTIEPTETOPU3M (IIIMPOKO MOCAXKEH-
HbIE COCKH, PACIIOJIOXKEHBI OyinKe K O0KOBOY MOBEPXHOCTU IPYyIHON KJIET-
KM), BO3MOXHO (hOpMUPOBaHWE BOPOHKOOOpPA3HOU (BTSHYTOW) TrpyaHOM
KJIETKH.
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KocTHaa cucrema

AHOMa/IMM B CTPOGHUM KUCTEU BhIpaxkaroTcsl B ykopoueHuu IV u V nanb-
1IeB; 0COOEHHO YKOPOYEHBI M PACIIMpPEHBI AWCTaJbHBIC (hajlaHTH, OTMEda-
I0TCSl YKOpOUYeHUEe MeTaKapIaJlbHbIX KocTeil. Hepenko V manen uCKpUBIeH.
VYkopoueHue 11—V nanblueB MoxeT HaOI0OIATbCSI U Ha CTOIIE.

Knaccmueckum npusnakom CLUT cumraeTcst neBHaLMs JOKTEBBIX CyCTa-
BOB (cubitus valgus), mpu KOTOPO# yrojl MexKAy OChbIO Ijieda U OChbIO Mpe-
TUIeYbs CcOCTaBJisIeT Oojee 15 rpamycoB. DTO OOYCIOBIEHO HapYLICHUSIMU
pa3BUTHUSI CKeJIeTa, B YaCTHOCTH JIyYEBOM M IUIEYEBOIl KOCTH, YIaCTBYIOIINE
B 00pa3oBaHUM JIOKTEBOTO cycTaBa. OIHAKO MpU peHTreHorpadund aHoMa-
JINM CTPOCHUS KOCTEH JIOKTEBOIO COWICHEHUS BBISIBIISIIOTCS penKo. Tummd-
HbI TaKXKe€ MCKPUBJIIEHMSI KOCTEH rojieHu (genu varum).

ITpu peHTreHorpaguu 4yacto oOHapyKMBAIOTCS U3MEHEHUSI B ITO3BOHOY-
HUKE: CHIDKEHHAs BBICOTA IIEPBOTO IIEHHOIO IMMO3BOHKA, U3MEHEHUS T M0-
3BOHKOB, XapakTtepHble 151 Oojyie3uu llleitepmana u ap. ¥ 10% nesouek
¢ CIIT pa3zBuBaetrcst ckoano3. Bo3MOXHO, 3TU U3MEHEHUS CBSI3aHbI C AUC-
miasueit anMm@u3oB; OHU MOTYT YCyryousiTh Hu3kopociocTh Tpu CILT.
[Ipy maHHOM CHMHApPOME MOBHIIIEH PUCK BPOXICHHON MUCILIA3MK Ta300e-
PEHHOro cycTaBa.

MukporHaTysi OOBIYHO He MMeeT (byHKIIMOHAIBHOIO 3HaueHus1. OmHaKo
B pslie CJlydyaeB MMEIOT MECTO aHOMaJMM pocTa 3yOOB, KOTOpbIE TPeOyioT
BMeIIATeIbCTBA OPTOJOHTA.

B nocnenHue ronbl Bce 0OJiblIe COOOIIEHUI O Pa3BUTUM OCTEOIEHUU U
octeonopo3a y 6oabHbiX CIIT. YacTtoTa mepesoMoB y B3pOCIbIX OOJbHBIX
BBIIIIE, YEM Yy 3I0POBBIX JIIOJEH, IIpUYeM MOJIOBMHA M3 HUX IIPOMCXOIUT B
MeCTaX, XapaKTepHBIX IJISI TIEPEJIOMOB IIPA OCTEONOpo3e (3aIsICThe, IM03BO-
HOYHMK, IIeiiKa Oeapa).

Hapymenus ¢opMupoBaHus KOCTel BO3HUKAIOT €llle B JETCKOM BO3pacTe
M 3aTparuBaioT IPEUMYIIECTBEHHO KOPTUKAIbHBIN CI0il. Jleduumnt KopTu-
KaJIbHOTO CJIOSI COUYETaeTCs ¢ MEIJICHHBIM BHYTPUKOCTHBIM oOMeHOM. Oc-
TEOIeHUSI B TpaOEKYJSIPHBIX 30HAX pa3BUBAETCs B CEpeArHE WIM B KOHIIE
nmyoepTata M COXpaHSIETCSI BO B3pOCJIOM BO3pacTe. Y B3pOCIBIX OTMEYalOT
MOBBIIICHHBIM BHYTPUKOCTHBII OOMEH.

IMarorene3 octeomnopo3a npu CILLUT go koHIIa He ICeH. DTO MOXET OBITh
MPSIMBIM CJICACTBUEM OTCYTCTBMSI T€HETMUYECKOIO MaTepHasa X-XpOMOCO-
MBI, B PE3YJIbTaTe YEro 0CTe00JIaCThl, BO3MOXHO, MPOAYLIMPYIOT Ae(EKTHbBII
MaTpUKC. DTa TUIIOTE3a MOXET ObITh ITOATBEPXKIEHA MOCJIe KapTUPOBAHMS
X-XpOMOCOMBI.

®opMUPOBAHUIO OCTEONOPO3a, HECOMHEHHO, CITOCOOCTBYIOT XapaKTep-
aeie misg CLIT ropmoHanbHbIe HapylleHnsI. HemocTaTok 3CTpOreHOB B ITy-
OepraTe He JaeT TOJYKa HAOOCTATLHOMY POCTY KOPTUKAJIBHOTO CJI0ST KOC-
Tel W BBI3bIBACT HApYIIEHUE ITOCTPOCHMSI TPaOEKyJsIpHON YacTU KOCTH.
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Kpome Toro, 6e3 Bo3pacTaHusi ypoBHS 3CTporeHoB y 00JbHbIX ¢ CIIT B my-
OepTaTe He MPOMCXOAUT aKTUBM3AllMU CUCTEMbI, BKJIIOYAIOIIE TOPMOH PO-
cra (I'P) n mucynmuunononoo6uslit pakrop pocra 1 (MDP-1). OTHOCUTENTH-
HbIl HegocTtaToK I'P 1 M®OP-1 BemeT K HETOCTATOYHOMY KOCTEOOpa3oBa-
HUIO, TaK KaK 9TM TOPMOHbBI OKa3bIBAIOT MPSIMOE I€MCTBUE Ha JaHHBIIA MPO-
1ecc.

AnexBaTHasI Tepalus ITOJIOBEIMM TOPMOHAMU ITO3BOJISIET CACIaTh OCTEO-
IMOpPO3 MEHEE BhIPAXKEHHBIM, YeM IPU OTCYTCTBUM JICUCHUS WJIU TIPU HEHO0-
CTaTOYHOM JINOO HeperynsipHoil Tepanmuu (D).

HaunGosee moirHOM KOppeKIMU OCTeO0IIopo3a YIAeTCsI JOCTUYD C ITOMOIIBIO
npernapaToB pekomouHaHTHOro I'P (pI'P), HaumMHast ¢ mperyoepTaTHOrO BO3-
pacta. Takas Tepanusi Io3BoJIIeT K KOHILy ITydoepTaTta J0OUThCsSI HEOOXOIMMO-
Io IMMKa KOCTHOM MAacChl, KOTOPHIN IODKEH OO0ECIIeUMBATLCS 3K30T€HHBIM
BBEIICHUEM 3CTPOreHOB. YTOOBI COXpaHUTh MUHEPAIbHYIO IUIOTHOCTh KOCTH,
HEOOXOIMMO JOJTOBPEMEHHOE JIeYeHNE B3POCIBbIX OOJBHBIX 3CTPOr€eHaMu U
nporectuHamu (D).

PexomennyeTcst IpeANIpUHUMATh TOIOJHUTEIbHbIE YCUINS IUIST TIPEAOT-
BpallleHUsI OCTE0II0opo3a: 00eceurBaTh 10CTATOYHOE ITOCTYILICHUE KaTbLIMS
B OpraHM3M, MOIACPXKUBAaTh HOPMAJIbHBIN Bec.

CepaevyHo-cocyamcTana cucrema

B 30% caydaeB npu CIUT ormevarorcs BpoxkaeHHbIe Topoku cepaua (BITC),
MpeuMyIIecTBEHHO JieBoro otaena. Passutue BITC cBa3bIBaIOT ¢ HapylIeHUEM
(opmupoBaHusa IMM@aTHIECKO cHCTeMbl. Yale BCero BCTPEYArOTCS KO-
apkranys aopthl (30% ciydaeB) M OMKYCHMIAIbHBIM AOPTATbHBINA KilaraH
(30—50%), meHee yeM B 5% cityyaeB BcTpedyaeTcsl QUIaTallvs KOPHS aOpThI.
CBoeBpeMEeHHOE BEISIBIICHHE W IIPY HEOOXOOMMOCTH XUPYprudeckKast KOppeK-
11T BPOXKIEHHBIX TIOPOKOB CEP/Ilia ¥ a0PThI MPEMYNPEKAAET Pa3BUTHE OCIOXK-
HEHU, YIPOXAOIIMX XU3HU TalIMEHTOK.

B ocTranpHBIX ciydasix OTMe4aroTcsl (PYHKUMOHAJbHBIC HapyIICHUSI Cep-
JIEYHO-COCYIUCTOM CUCTEMBI — apTepuabHasl TUIIEPTEH3USI, IPOJIATIC MUT-
paibHOro Kiarasa. Jlunatalus KOpHsSI aopThl, BO3HUKaloIIasl Ha (poHe KO-
apKTallM{ aOpPThI U APYIUX IIOPOKOB CEPAlla, B pe3yIbTaTe peKOHCTPYKTUB-
HBIX OIepalnii, 0COOEHHO B COYETAHUM C apTepUaIbHON TMIIEPTEH3UEH —
OYEeHb OMACHOE COCTOSIHME, KOTOPO€ MOXET IPUBECTH K Pa3pbIBY aOpPTHI.
JaHHas TTaToJIOTHSI BBI3BIBAET Y OOJBHBIX MOBBIIICHNE apTepUaIbHOIO IaB-
nenus (AJl). CBoeBpeMeHHOE BBISIBICHUE U TTPU HEOOXOAMMOCTH XUPYPIH-
YyecKasi KOppeKIMsl KOapKTallMd aOpThl IPEeIyIpeXkaaeT pa3BUTHE OCIIOKHE-
HU, YTPOXAOIINX XU3HA MAllMCHTKMN.

AprepuanbHag runepteHsus (Al') yacto conyrcerByer CIUT maxe mpu ot-
CYTCTBUM MOPOKOB CEPICYHO-COCYIUCTON CUCTEMBbI WX ITaTOJIOTUHU ITOYEK.
ITpuunnamu AT ipu CIIT MoryT ObITh OXXUpEHUE, caxapHbIi AuadeT 2 TH-
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ma, auMmdenema, TOBBIILIEHME AaKTMBHOCTM peHMHa Tiia3mbl. [loatomy y
oonbHbIX CIIT Heobxomum cucrematndeckuit KoHTpoab AJl. IMommep:ka-
HI€ HOPMAaJIbHOTO Beca SIBISIETCSI BAXKHOM MePOil TpO(PMIaKTUKK 1 JICUCHUS
apTepuaabHOl rurnepreHsuu (D).

OpraH 3peHus

DyHKIIMOHAILHO HE3HAYNMBIE 0COOCHHOCTH CTPOCHMS BEK BKIIIOUAIOT B CE-
051 HaTMYKE «TPEThero BeKa» (3MMUKaAHTA), a TAKXKe He3HAYUTETbHOE OIMyIle-
HHUe BeKa (TTT03) 1 Kocoriasue (ctpadbusm). YacTo BcTpedyatoTcss HapyIIeHUS
3peHMsI B BUIE TMIIEPMETPOIIMU M aMOJIMOIIMU, KOTOpHIE, KaK IIpaBUJIO,
MOJIJAIOTCS KOPPEKIMU C MOMOIIBIO OUKOB MJIM KOHTAaKTHBIX JUH3 (D).

OpraH cnyxa

AHOMAJIMM CTPOCHUS YIIHBIX PAKOBMH MHOTIA MPEACTABISAIOT KOCMETUYE-
CKYIO TIpo0JieMy U TpeOYIOT ITOMOIIM KOCMETHYECKUX XupyproB. Cpenn ae-
Bouek ¢ CILT ¢ BBICOKOIT YaCTOTO# IO CPAaBHEHUIO CO 3M0POBBIMM JETHMU
BCTPEYAIOTCSI CPEIHME OTUThI, MaHU(ECTAalMsI KOTOPBIX IPUXOAUTCS Ha
Bo3pacT oT 1 10 6 yieT (MUK — B 3 rona). BeposiTHO, 3TO ¢BSI3aHO ¢ aHOMAJIM-
SIMA CTPOCHHUSI U PACIIOJIOXEHUSI eBCTaXUeBOIM TPYObl, YTO MPUBOIUT K Ha-
PYLIEHHOM BEHTWJISIIMUA CPEIHEro yxa. Bbricoka omacHOCTb OCJIOXHEHUI B
BUJIe MACTOMIUTA U XOJecTeaToMbl. TakThKa JedeHUsI UH(PEKINOHHBIX OTH-
TOB IIPY 3TOM CHMHIpPOME AOJDKHA OBITh MAKCMMAaJIbHO arpeCCMBHOM, YTOOBI
n30eXaTh MOCACAYIONINX OCIOXKHEHUIA.

XapakTepHbI TaKXKe HapyIICHUs CIyXxa B BUAC IIPOTrPeCCUPYIOLIeii Helpo-
CEHCOPHOM WJIM KOHAYKTUBHOM TYTrOYXOCTH, KOTOpasi MOXKET ITOSIBUThCSI C
6-neTHero Bo3pacta. Yallle CHUKEHME CilyXa HaOII0maeTcsl Y B3pOCIBIX C
CLUT nocie 35 net (B 15% cinydaeB — BoIpaxkeHHOe, y 60% HabmonaoTCs
HEeOOIbIINE OTKIOHEHMSI). DTa 0COOEHHOCTh TPEOYET 0COOOI0 MOCTOSIHHOTO
BHUMAaHUS Bpaya U CBOEBPEMEHHOM Koppekuuu. HapyiieHue ciayxa y pe-
OcHKa BjIeYeT 3a CO0O0I OTCTaBaHKME B IICUXOMOTOPHOM Pa3BUTUU (pa3BUTUM
peYn U MHTEJUICKTA).

Hapyiienust peun BO3MOXKHBI JaXkKe IPU OTCYTCTBUM HAPYLICHWI CIIyXxa:
yalime BCEero 3TO HOCOBOM MIIM BBICOKMIA OTTEHOK T0JIoca, OOYCIOBICHHBIN
CTPOEHMEM pPEUYEBOro armrmapara (BbICOKOE «ToThYeckoe Hebo») (D).

Mou4ykn n MmoueBbIAENUTENbHAA CUCTEMA

ITopoxu moueBbinenuTenbHOM cucteMmbl Ipu CLUT — moBosibHO YacToe sIB-
JneHue, oHu BcTpevaroTces B 40—59% ciydaeB. OOBIYHO OHU 3aTparuMBaioT
MOYKM, MOYETOUYHMKHU MJIM KPOBEHOCHBIC COCYIbI IToYeK. Hanboiee Trmma-
Ha 111 CIOT nmoakoBooOpa3Hasi moyka, IMpu KOTOPOI IBe MOYKU CPaCTaroT-
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csl, OOBIYHO HMXKHMMM II0JIfocaMM. JIpyrre BapMaHTBI ITOPOKOB pPa3BUTHUS
BKJIIOYAIOT OJHO- WJIM JBYCTOPOHHIOI TMIOILIA3MI0 MOYEK, YIABOCHUE JIO-
XaHKM 1 MOYETOYHMKOB, MI3MECHEHNE YKMCIa TIOYSYHBIX BEH WIM apTepuil, Ux
HEeTUIIMYHOE pacnoyoxeHue (D).

YacTo 3T MOPOKU Pa3BUTUS HE BeAyT K YXYIIIEHUIO (PYHKIMOHUPOBA-
HUSI MOYEBBIICIUTEIbHON CUCTEMBI, HO MOTYT BBI3BIBATh apTePUAIbHYIO TH-
MEePTeH3UI0, CIOCOOCTBOBATh PA3BUTUIO MHMEKIUN MOYEBBIBOISIIINX
IyTEN.

YMCTBEHHOE pa3BUTHUE U 06y4aeMOCTb.
Mcuxonoruyeckue npo6Gnembi

YpoBeHb yMcTBeHHOTO pa3BuUTHs y 00abHBIX CILT He oTiimuaercst oT ypoB-
HSI YMCTBEHHOTO Pa3BUTHUS B CpEAHEM IO HaceneHuto. MckimoueHrne cocTtaB-
JISIET OYeHb MaJloe YMCJIO MAllMeHTOK C KOJbLIeBOI X-XpOMOCOMOI, Y KOTO-
PBIX BO3MOXHA BbIpaxkeHHAas YMCTBEHHAsI OTCTaJIOCTh.

Psn vccnenoBaTeneit oTMEUaOT BO3MOXHOCTD MOSIBJICHUS TIPU 3TOM 3a-
0oJyieBaHUHU CIEHM(PUUECKUX TICUXOJIOTMYECKUX ITpoodsieM. Tak, y HEKOTOPBIX
OOJIBHBIX IIPY BHITIOJHEHUU TECTOB Ha KO3(P(PUIIMEHT YMCTBEHHOIO pa3BU-
tus (I1Q) mokaszaTenu HeBepOAJTbHOU YacTU TECTOB OBUIM HUXE CPEIHETO.

B mpouecce odoyuenus neBouek ¢ CIUT BuisiBAsIeTCS mocTaToyHast YCUJI-
YUBOCTh, OJHAKO BO3ZHUKAIOT TPYAHOCTH, CBSI3aHHBIC C a0CTPAKTHBIM MBIIII-
JIeHVeM (3aTpyIHEHUs MPU 00yYeHUN MaTeMaTUKe), TTPOOJIEeMbI ¢ KOHIIEHT-
panueil BHUMaHUS.

Benyiiee MecTo B IICMXMYECKOM COCTOSIHMM OOJIBHBIX 3aHMMAeT CHUMIITO-
MO-KOMILIEKC TCUXuueckoro MHdaHTtuau3mMa. OHU BHYIIAEMbI, YIPSIMBI,
MPEINnoYNTAIOT UTrpaTh C MIAAIIMMU AeTbMU. Hepenko y O0JIbHbBIX MPOSIBIIS-
IOTCSI MHTEepeC K OBITOBBIM BOIIPOCAM, PaCUETIMBOCTh, OCSPEKIMBOCTh. Xa-
paKTEepHBIM I BCeX MALIMEHTOK SIBJsIeTCs 3ticdopudeckuidi GoH HacTpoe-
HUSL.

ITpo6GaeMsl ¢ T0JIOBOM MASHTU(UKaALMEeH BO3HUKAIOT KpaitHe peako. ITpu
MCUXOJOTUYECKOM 00caeaoBaHun nmopeaeHue 6oabHbIX ¢ CIIT pacueHuBa-
IOT KaK TUIIMYHO XEHCKOEe, OJHAKO OTMEYAIOT MEHBIIYIO SHEPIrUYHOCTh U
(bnznyeckyo akTUBHOCTh. ECTh COOOIIEHNST 00 SMOIIMOHAIBHOW WHEPTHO-
CTU U OOJIbIIIEeN YCTOMUYMBOCTH K CTPECCOBBIM CUTYALIUSIM.

Hpyras 4yacTh ICHUXOJOIrMYECKUX MPOOJIeM U ITOBEICHUYECKUX HapyIICHUIA
CBSI3aHA C OCOOEHHOCTSIMM BHEIITHEro BUJA OOJBHBIX U TMOA0OHA TpooIie-
MaM, BO3HUKAIOLIUM TIPU IPYTMX TUIIAX HU3KOPOCIOCTU U 3aAEPKKHU TTOJ0-
BOTO pa3BuTHs. YacTo Takoli peOeHOK OKAa3bIBae€TCSl B U30JISILIUM OT CBEPCT-
HUKOB, MIMEET MaJjio Apy3eil Uau He MMeeT UX BoBce. B MoapoCTKOBOM BO3-
pacTe Takue IeBOYKM IT03XKe BCTYMNAIOT B FeTepOCeKCyalbHbIE OTHOIIEHUS, U
B JaJIbHEHIIIEM Y B3POCJIBIX CeKCyallbHasi aKTUBHOCTD HIKE, YEM Y 3IOPOBBIX
mopei (D).

383



[lnarHocturka

npeHaTaanaﬂ AnarHocTUukKa

Yaie Bcero BoisiBiieHre CIIT Bo BHYTpUYTPOOHOM TEPUOIE SBJISIETCS CIY-
YaliHOM HaXOJIKOU, KOraa UCCIEeNOBAHUE KapUOTHUIIA TUIOAA POBOIUTCS I10
Kakoi-mu0o apyroii mpudyuHe (BO3pacT mMaTepud U Op.). BaxkHO OTMETHUTD,
yto B caydae CIIT Bo3pact Matepu cam 1o cebe He SBisieTcsl (paKTopoM
pucka. IToBomoM mist U3ydyeHusl KapuOTUIla MOTYT CIY>KUTh OOHApPY>KEHHbIE
MIpY YIbTPA3BYKOBOM MCCJIEIOBAaHMU IIoAa xapakrepHbie npusHaku CLIT:
KHMCTO3Hasl TUTpoMa, KOapKTalys aOpThl, aHOMAaJIMU CTPOECHMUSI JIEBBIX OTHE-
JIOB cepalla, Opaxuliedannsi, aHOMaJlu CTPOEHUsI IMoYeK, MHOTOBOJIUE, Ma-
JIOBOIME, BHYTPpUYTPOOHAas 3amepKKa pa3BuUTus I1oma. Hapyirenus: ropmo-
HaJIbHOTO CTaTyca MaTepu 1O TPeM WJIM YeThIpeM TOoKa3aTelsiM MPU CKPU-
HUHTOBOM uccienoBaHuu (anabga-geronporenH, XTI, nHruouH A, acTpu-
0J1) TaKXKe maloT ocHoBaHMe npeamnoaoxnTs Hannaue CLUT y mmoga. OmHa-
KO €IMHCTBEHHBIM METOAOM AMArHOCTUKU, AAIOUIMM JOCTOBEPHbBIC Pe3yiib-
TaThl, SIBJIIETCS MCCIeAOBaHME KapuoTuiia. bosee Toro, B ciydyae IpeHa-
TaJbHO YCTaHOBJICHHOTO AMarHO3a KapMOTUIIMPOBAHME CIIeAyeT 00si3aTeb-
HO TOBTOPUTH Tociie poxaeHus (D).

I1nox ¢ kapuoTunoM 45,X ¢ BLICOKOI BEpOSITHOCTBIO MOIBEPraeTCsl CIIOH-
TaHHOMY a0opTy. OOHAKO IIOA C TAKMM KapMOTHUIIOM AaXe IPpU HAIMIUU
XapaKTepHBIX M3MECHEHMI TIPU YIBTPa3BYKOBOM MCCJICAOBAHMU MOXKET OKa-
3aThCs KU3HECIIOCOOHBIM.

B GompmmHCTBE ciydaeB ITOCjIe IIpeHaTaIbHO YCTAaHOBJICHHOTO AMarHo3a
CIOT npenmouteHue oOTmaeTcsl TIpepbiBaHUIO0 OepemMeHHOCTU. [loaTomy
OYE€Hb BaXXHO IPU MPEeHATaJIbHOM T€HETUYECKOM KOHCYJIbTUPOBAHUM YUU-
THIBaTh PACXOXICHUS MEXIy LMTOTEHETUYSCKONM KAapTUHON M XapaKTepoM
KJIMHUYECKUX MPOSIBJICHUI, UTO OMNpeAesisieT CI0KHOCTb MTPOTHO3MPOBAHUS
(beHoTMIIA OymylIEero pedbeHKa Ha OCHOBaHUM KapuOTUIMpoBaHus. Tak, npu
KJIETOYHOM MO3aulIM3Me, KOTIa KapuOTUII IIpeacTaBiieH B Buae 45,X/46,XX
i 45,X/46,XY, KIMHUYECKUE TTPOSIBIEHUSI MOTYT BOOOILIE OTCYTCTBOBATD.
B Takux ciydasix HEBO3MOXHO ITPOTHO3UMPOBATh HAJIMYME B OYIYyIIEM WJIN
CTeTNeHb BBIPAXKEHHOCTU HU3KOPOCIOCTU U TIOJIOBOIO MH(MAHTUIM3MA.

Bpauu, ocyuiecTBiasifole mpe- W MOCTHaTaJbHOE KOHCYJIbTUPOBaHUE,
JIOJDKHBI OBITH XOPOIIO OCBEIOMJIEHBI O BO3MOXHBIX BaprMaHTaxX IIPOTHO3a,
OCJIOKHEHMSIX, KadyecTBe xkn3HU nmauueHTku ¢ CIIT, a Takxke ObITh B Kypce
MOCJeIHUX TOCTMIKEHUI B JIeWeHUM 3Toro 3abosieBaHus. IIpeHaTanbHOe
KOHCYJIbTUPOBaHME BKJIIOUAaeT B cebsi Oeceny ¢ OyaylIMMU POAUTENSIMU O
BapuabebHOCTU COMAaTUYECKMX aHOMAJIUI, BBICOKOU BEPOSITHOCTU HU3KO-
POCJIOCTH U TOHAAHOM HETOCTaTOYHOCTH, a TaKKe O BOZMOXHOCTU UX KOP-
pexinn. Heobxoamnmo momuyepKHyThb, 4TO ManueHTKH, ctpagatorine CIIT,
MOTYT CTaTh 3J0POBBIMU M TTOJHOILIEHHBIMY 4JIeHaMU OOIlleCTBa.
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MocTHaTanbHana AMarHocTukKa

Y Bcex IeBOYEK C XapaKTepHBIMU IIPU3HAKAMU HAPYIIEHUSI SMOPHOHAIBHOTO
pa3BuTHs (CTUTMaMM IHMCOMOpPUOTreHe3a) HeOOXOOUMO ITPOBOIUTH KAapUOTH-
nupoBaHue. OOBIYHO ¢ 3TOM 1LIeJIbI0 UCCIeAYIOT TUMMOLUTHI KpoBU. Bo 130e-
JKaHWe BO3MOKHOW OIMMOKM TIPU MO3anYHOI (popMe MOHOCOMMUU HEOOXOIM-
MO Oparb ISl MUCCAeNOBaHMs JOCTaTOYHOE KOJMYeCTBO KjeToK. Ilpu Bbipa-
JKEHHBIX KJIMHUYECKUX TIPOSIBJICHUSIX M OTCYTCTBUM M3MEHEHMI TIpY UCCIIEN0-
BaHUU XPOMOCOMHOTO Habopa B JuMOLUTAX CeAyeT MOBTOPUTh KapUOTU-
MUpOBaHKE, UCIIOJb3YS APYrUe KJIeTKU (Hampumep, ¢pubpoodnactsl) (D).

[Tpy HayMYMM MPU3HAKOB BUPUJIM3ALUM I OOHAPYKEHUHM HEOITO3HAH-
HBIX YYaCTKOB I0JIOBOI XpOoMOCOMBI (X win Y) HeOOXOAMMO IIPOBECTU HC-
cJieIOBaHME Ha IIPEeAMET HaJIMUMSI TEHETUIECKOTOo MaTeprana Y-XpOMOCOMBI
(AHK-rubpunuzanust win iroopecleHTHas TMopuan3anms in situ ¢ uc-
MOJIb30BaHEM Y-1LIEHTpOMEpPHI U 1ip). MIHOT/Ia BO3HUKAET HEOOXOAUMOCTh
HCCJIeNOBaHMS Ha HaJIMYKMEe MaTepuaja U3 Y-XpOMOCOMEBI B Pa3IMYHBIX TKAa-
HsX. B aTHX ciiydasix mpoBOOMTCS UCCaeaoBaHMEe Ha Hamuuue reHa SRY. On-
HaKoO BbISIBIeHME TeHa SRY, KOTOpHIi OTBEYaeT 3a MOJIOBYIO AuddepeHIINn-
POBKY, caMo II0 ce0e He SIBJIIETCSI JOCTOBEPHBIM MapKepOM pa3BUTHSI TOHA-
no6aactombl. [ToaToMy HeT HEOOXOAMMOCTU B TOTAJIBHOM CKPMHUHTE Tallu-
eHToK ¢ CIIT Ha Haauyue 3TOTo IeHa.

Hannune Y-xpoMocoMbl WK ee ydyacTka siBjisieTcsl (hakTOpOM pucKa pas-
BUTHSI TOHan00JacToMbl. PaHee mpennonarajiud, 4To pUCK pa3BUTHUS TOHa-
npo6nactombl Tipu CIUT cocrapiser okoiio 30%. OcHOBBIBasICh Ha JaHHBIX
TMOCAEAHNX KIMHUYECKUX UCCIIEAOBAHUM, PUCK PAa3BUTUS TOHAT00IaCTOMBI
CUMTAIOT HECKOJbKO HMXE paHee OMyOJIMKOBaHHOTO, OH COCTaBisIeT 7—
10%. OpHako Ipy BeACHUM TAKUX IMALMEHTOK MO-IIPEKHEMY MPEIIIOYTH-
TeJIbHO MPOBEACHNE IIPEBEHTUBHOM roHaa3KToMuu. [1py oTKa3e manueHTKA
WK €€ poaUTeei OT MPOBEACHMSI TOHAAPKTOMUN HEOOXOAMMO TIIATEbHOE
HaOMIONCHNE C IPOBEACHUEM PErYJIIPHOTO KOHTPOJIBHOTO BIATaJUIIHOIO
V33U, Bxiouas gomnruiepoBckoe uccienoBaHue. IokazaHuss K KapuOTUIIU -
poBaHUIO MpeacTaBaeHbl B Tada. 3 (D).

Tabnuua 3. MokazaHus K KapUOTUNUPOBAHUIO

BuytpuyTpooHo OOGHapyxXeHHBIE MPU YJIbTPa3ByKOBOM MCCIIEOBAaHUN IJI0[a: KOAPKTALIUsI
a0pThl, AHOMAJIMM CTPOEHMUSI JIEBBIX OTIEJIOB cepaua, Opaxuiedanus, aHoma-
JINM CTPOEHUS TMOYeK, MHOTOBOJME, MaJIOBOJME, BHYTPUYTPOOHAsT 3a/IepXKKa
pa3BuTus TUIoa. HapyllieHrs: TOPMOHAIBHOTO CcTaTyca MaTepu Mo TPeM WU
yeThlpeM Moka3zaresiMm (anbda-deronporent, XI'Y, uHruOuH A, 3cTpUO)

Hosopoxaennbie JIumdaTryeckuii oTek CTON WM KUCTEH MPU POXAEHUU, Malblil pOCT OTHO-
CUTEJIbHO CpOKa recTaluu.
OcobeHHOCTU (beHOTUIIA, TaKKMe KaK KOXHbIE CKIAIKM Ha Iee, HU3KUU pOCT
BOJIOC, MUKPOTHATUSI, HU3KO MOCAKEHHBIE YIIHbIE PAKOBUHbBI U AP.
BpoxiaeHHbIE TTOPOKM pa3BUTHS: KOAPKTAIMsI a0PThl, aHOMAJIMU JIEBBIX OTIC-
JIOB cepua u Jp.
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Tabnuua 3 (okoH4aHue). [okazaHus K KapuoTUNMPOBAHMIO

l[eTCTBO OcobeHHoCTU Q)CHOTI/IHa; 3all€pxKKa poCTa HEACHOI'O IeHeE3a; MaToJorusa cep-
HC‘IHO-COCYI[PICTOI?I CUCTEMbI U JIPYTUEC TTOPOKU PA3BUTHUA, XapaKTCPHBLIC IS
CHIT

ITyoepraTHbIit OcobGeHHOCTH (heHoTHIA; HU3KUI POCT, OTCYTCTBME BTOPUYHBIX MOJOBBIX

BO3pacTt MPU3HAKOB, MEPBUYHASI UM BTOPUYHAs aMeHopesl Ha (poHEe Pe3KO MOBbI-
IIEHHOTO YPOBHS TOHAIOTPOITHBIX TOPMOHOB, OTCYTCTBHE SIMYHUKOB M HEIO-
pa3BUTHE MATKU MO AaHHbIM Y3U

FopmoHanbHble uameHenmsa npu CLUT

lonapoTponHan QyHKUNS

IlepBuuHas oBapuanbHas HemoctaToyHocTh npu CIIT compoBoxkaaercs
COOTBETCTBYIOILIEH peaklMeil TuIoTagaMo-rumnodu3apHoi cucteMsl. B HOp-
M€ OTpuliaTe/ibHass 00paTHasl CBSI3b MEXIY TMIOTAIaMO-TUIOMU3APHOM CH-
CTeMOI 1 ToHagaMu (PYHKLIMOHUPYET Y TIOJA U B MEPBbIE MECSLIbI TOCTHA-
TaJbHOM XXU3HU.

[loBrbilIeHNE YpOBHSI TOHAAOTPOIHBIX TOPMOHOB, OCOOCHHO (hOJIMKYJIIO-
ctumyupytomero ropmoHa (®CI'), y meBouek ¢ CLUT ormevaercss yxe B
TepBbIe HEeEIN XXKU3HU U COXPaHSIETCsl B TeUeHUe IoyTopa-aByx jer. C 2 1o
5—6 JeT oTMeUaeTCsl CHIDKEHUE YPOBHS TOHATOTPOIIMHOB, YTO CBSI3aHO C aK-
TUBALIME LIEHTPAJIbHOIO MEXaHW3Ma, MOJABJISIOIIEro MMITYJIbCHYIO CeKpe-
LIMIO0 TOHanoJMOepruHa (PUIM3UHI-TOPMOHA JIIOTEMHU3UPYIOLIETO TOPMOHA,
JIT'PT) He3aBUCUMO OT YPOBHSI MOJIOBBIX TOPMOHOB. C 5—6 JjieT YpOBHU JIIO-
terHU3MUpyoomero ropmona (JII') m @CI” BHOBb MOBBIIIAIOTCS 1 BO3PACTAIOT B
10 pa3 B mybepTaTHbIN Tiepuod. Tepamust 3cTporeHaMu JIMIIb YaCTUYHO CIO-
coOHAa CHMU3UTH YPOBEHb TOHAIOTPOITHBIX TOPMOHOB (D).

B penxux cayyasx y aeBouek ¢ CIIT MoxeT coxpaHSThbCsl oBapuabHast
¢ynkiusg. CnonranHbiii myoeprar npu CIIT B OONBIIMHCTBE Cly4yaeB He
SIBIISICTCSI TIOJTHBIM M HE MPUBOIUT K HOPMAJIbHOMY U IJIUTEIbHOMY (YHK-
LIMOHUPOBAHMIO SIMYHUKOB, OJTHAKO M3BECTHBI CJydyau CIIOHTAHHBIX, B T. 4.
MOBTOPHBIX OepeMeHHOocTelt U poaoB y xXeHIIUH ¢ CIHT. ¥V Taknx 00JbHBIX
YPOBEHb TOHAIOTPOITHBIX TOPMOHOB MOXET OBITh HOPMaJIbHBIM MJI HEMHO-
ro TIOBBILIEHHBIM, OJHAKO KJIMMaKTepUUeCKUe M3MEHEHUs Y HUX HacTyIa-
JOT 3HAYUTEJIbHO paHbllle, YeM y 3J0POBBIX KeHIIWH. [Ipn aToM mpoucxo-
AT TIOBBIIIICHNE YPOBHS TOHATOTPOIIMHOB.

ComartotponHas thyHkums

HMccnenoBanue ctumysaupoBaHHOU cekpeuuu I'P (mmpoObl ¢ kiodearHoM,
MHCYJIUHOM U Jp.) TMPOAEMOHCTPUPOBATIO aaeKBaTHBIA JMOO OJMU3KUI K
HOpPMaJTbHBIM MToKa3aTesissM BeIoOpoc I'P B oTBeT Ha ctumynsaumio. CHUXXKeHUe
cekperuu I'P y neBouek ¢ CIIT B Bo3pacTe MOKHOIO, HO HE HACTYITUBIIIC-
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ro Imybeprara oOyCJIOBJIEHO TMIIOSCTPOTeHUE M KOMIIEHCUPYETCST TIPU 3a-
MECTUTEJILHON Tepanmuu HU3KUMU A03aMU 3cTporeHoB (D).

VY neBouek ¢ CHIT obHapyxeH cHIKeHHBIN ypoBeHb MDP-1, KoTophIit
HeoOxoauM ISt ocyllecTBiieHus nepudepuueckoro apdekra I'P. TTokasza-
HO, YTO Tepanusi HU3KUMMM J03aMM OCTPOTE€HOB YBEJIMYMBAET YPOBEHb
N DP-1 B KpoBU 300pOBBIX JEBOYEK, TOTJA KAK BBICOKME J03BI 3CTPOTCHOB,
HaIIpOTUB, CHIKAIOT €TO.

Panee npennonaranochk Hanuuue npu CILUT yacTMuHOM pe3MCTEHTHOCTH
K I'P 1 M®P-1. OgHako 3T0 TpeOyeT maabHEUIIIEro M3ydeHNSI.

TupeotponHas (hyHKUmA

ITpu CIIT oTrmeyaeTcsl MOBBILLIEHUE YACTOThl TAKMX 3a00J€BAHUIA, KaK TH-
peouanuT XallMMOTO, TUIIOTUPEO3, TUMIEPTUPEO3. AHTUTENA K TKAHIM IIU-
TOBUIHOM XeJie3bl Haxomar y 60% nereit ¢ CIUT, ogHako KIMHUYECKHUE
MpOosIBIeHUs 3a00JIeBaHUS BCTPEUYAIOTCS ropasno pexe (runoTtupeo3 B 4%
ciaydaeB). [1pu Hanmuum 130-X-XpOMOCOMbI PUCK ayTOUMMYHHOTIO TTOpaXKe-
HUS IIMTOBUIHONM Kesle3bl moBbimaercs (D).

AudcddepeHumanbHbIn ANArHo3

OtnenbHble cuMmntoMbl CHIT MoryT BcTpeuaThCcs TTpU MHOXKECTBE pa3ind-
HBIX COCTOSTHMI M 3a00JIeBaHUI, HO OIIEHKA KJIMHUYECKO KAapTUHBI B IIe-
JIOM OOBIYHO ITOMOTAET MPaBUJIBHO YCTAHOBUTH JUATHO3.

OmHako CyIIeCTBYET HaclIeACTBEHHOE 3a00/1eBaHUE, CUMIITOMbI KOTOPOTO
cxomgHbl ¢ cumnrTomamu CIIT. DTo 3aboneBaHre HOCUT Ha3BaHUE CUHAPO-
Ma HyHaH 1o mMeHU aBTOpa, BIIEPBBIC €rO OIMCABIICI.

Cungpom Hynan — 3aboseBaHue, IS KOTOPOTO XapaKTepHbI (DEHOTUTIN -
yeckue yepthl CLUT mpu HopMajbHOM Habope MOJI0BBIX XpoMOcoM. YacTo-
Ta BcTpeuaeMocTu cuHiapoma gocturaeT 1:8000 HOBOPOXIEHHBLIX 000Ero
noJyia. 3abojieBaHME MMEET ayTOCOMHO-IOMMWHAHTHBINA THUII HAc/lIeIO0BaHMS
WJIM BCTPEYaeTCsl CIIOpagniyecKy 1 00YCIIOBICHO SKCIIPECCUEi ITaToIornIe-
CKOI'0 T'eHa, JIOKAJIM30BAaHHOTO Ha IJIMHHOM Iniede 12-i1 XpOMOCOMBI.

Huskopocnocth — TUNMYHBIN IJ1 JaHHOTO 3a00J1eBaHMs IPU3HAK, U KO-
HEYHBI POCT IMALMEHTOB HE AOCTUTaeT 3-il mepueHTUan. IlomoBas u pe-
MPOAYKTHMBHAS (DYHKIIMS Y XKEHIIWH CTpaJaeT HE3HAUMTEIbHO, XOTs Myoep-
TaT, KaK IpaBUjIO, 3aiepXaH. Y MaJIbUMKOB YaCcTO MMEETCS KPUIITOPXU3M,
TUIoIiasus snudek. B mybepTaTHOM BO3pacTe BHISIBISICTCS ITIEPBUYHbBIN TH-
MOTroOHaaAU3M. Y OOJIBIIIMHCTBA B3POCBbIX MYKUMH (DEPTUILHOCTh HapyIlIeHa.
Bce nanueHTsl ¢ cuHapoMoM HyHaH MMeIOT BbIpaxkeHHbIE CTUTMbI 1UCIMO-
puoreHe3a. TUIIMYHBI JIUIEBble aHOMAJIMM. MTO3, HU3KOE PACIIOJIOXEHUE
IJIa3HBIX s10JI0K, aHTUMOHTIOJIOUIHBIN pa3pe3 Ijias.

Bo3MOXHbBI U Ipyrye TepHeponoa00HbIe N3MEHEHWS: AaHOMAJIMU TPYIN-
HBI, YKOPOUYeHME 1 KPBIJIOBUIHBIC CKIIanKM Ireu. Hanboliee cepbe3HBIMU
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MpOSIBJICHUSIMUA cUHApoMa HyHaH SBISIIOTCS KapAWOBAaCKYJISIpPHBIE Hapy-
meHust, Ho B ominuue ot CIHT mopaxkarTcst mpaBble OTOENbI Cepalla.
Hudpdpepennnanpraaa nuardoctuka ¢ CIIT ocHoBana Ha oTmpeneaeHUN
KapuoTHIIA.

KoHeuHBIlT pocT MaJIbuMKOB cocTaBiisgeT okojio 160,0—162,0 cM, neBo-
yek — 150—152 cMm. Y 50% manumeHTOB OTMEYaeTCs 3aJepKKa YMCTBEHHOIO
pasBuTus. Cexkpelns TOpMOHA POCTa He HapyllIeHa

B Tabn. 4 mpuBoasaTcs ocHOBHBIE UM depeHINaATbHO-IUArHOCTUYECKUE
npusHaku, ommmyatomue CIUT or cunapoma Hynan (D).

Tabnuua 4. IncbdepeHumnanbHo-AMarHoCTuYecKmne oTnnyus cuHapoma Lepelesckoro—Tep-
Hepa u cuHapoma HyHaH

Cunapom IllepemeBckoro— Cunapom Hynan

Tepuepa

ITpusnak

BHelrHuii Bua

ITopoku cepniia

YMCTBEHHOE pa3BUTHE
JlmuHa Tena Tpu poOXKIECHUT
KoHeuHbIit pocT

T'oHanb!

ITon

Kapuorun

TUMUYHBIN AT CUHAPOMA
IIlepemeBckoro—TepHepa

HOpOKI/I JIEBBIX OTACJIOB
cepana, CTCHO3 aopThl

OOBbIYHO HOpMaJIbHOE
MeHbllle HOPMBI
CHxeH

JlucreHesus TOHAIL
Kenckuii

Wsmenen (45,X unu

OueHb TTOX0X Ha CUHIPOM
IlepemeBckoro—TepHepa

ITopoku MpaBbIX OTAEIOB CEepli-
11a, CTeHO3 JIETOYHOM apTepuun

Hapyueno y 40% 060sbHBIX
HopwmanbHast

ChuxeH B 50% ciyuyaeB
OOBIYHO HOPMAJIbHBIE
MyXCKO# 1 XEHCKUI

HopmanbHblii

NIpyrue BapuaHThI)

ObcnepnosaHve 6onbHbix ¢ CLUT

KnnHuyeckoe pazHooOpa3ue cuMnToMoB, XapaktepHbIx 11 CLIT, Tpedyet
MHTETpalMy Bpadyeil pa3IMYHbIX CIIELIMATbHOCTEN C LEIbI0 MAKCUMAIbHOIO
VIIYUIIEHUST KAaYeCTBa XXKU3HU OOJIbHBIX.

MepBu4yHOEe o6CcnepoBaHme

Ha ocHoBaHuM Xano0, TaHHBIX aHAMHE3a, TUITTYHON CUMIITOMATUKN MOXK-
HO MpPEeAIoJoXUTh, Hanmuuue y gaHHoi OonbHoi CLIT. OmHako guarHos
MOXHO CUMTATh YCTAHOBJIEHHBIM TOJIBKO ITO pe3yJbTaTaM Kapuomunuposed-
Hua (cM. Boeie) (D).
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[Tpu BniepBble BBISIBAEHHOM JMarHo3e IMPOBOAMUTCS oOceloBaHUEe, Ha-
MpaBJeHHOE Ha OLEHKY CTENEeHU BbIPa)KCHHOCTU aHOMAaJIWii, XapaKTepHbIX
IJISI JAaHHOTO 3a00JIeBaHUSI.

Autponometpus

Poct

Hns kaxnooro peoeHka ¢ CIUT mocne namepeHus: pocta co3gaeTcsl MHIUBU-
JyajgbHasi KpUBasi pocTa (Ha OCHOBE CrelUabHbIX IEPUEHTUIbHBIX KPUBBIX
1151 6onbHbIX CIHIT). Ha Hee HaHOCSTCS BCe MMEIOIIMECS TTOKa3aTeIu pocTa
10 rojiaM C MOMEHTA POXIECHUS.

Bec
HY)KHO O6paTI/ITB BHMMaHHNE Ha BEC IMAIMCHTKH, B CJaydac HaJINM4uA I/I36I>I-
TOYHOI'O B€CAa HAa3HAYUTL COOTBCTCTBYIOLILYIO JUCTY.

VYnbTpassykoBoe uccneposanune

YpTpa3ByKoBO€E MCCIIeIOBAaHUE OPTaHOB MaJIOTO Ta3a, OPIOITHOM MOJOCTU U
3a0pIOIIMHHOTO TMPOCTPAHCTBA ITO3BOJISIET BBISIBUTH aHOMAJIWM Pa3BUTHUS
BHYTPEHHMX OpraHoB (MOYKH, MeYeHb, CeIe3eHKa), TUMOTUIA31I0 WU aruia-
3UI0 SIMYHUKOB.

PeHTreHonoru4yeckoe uccnepfoBaHue

OnpepeneHne KOCTHOro Bo3pacra

HccnenoBaHue KOCTHOrO Bo3pacTa MMEET BaxKHOE 3HAYeHUE JJIsI KOMIUIEKC-
HOI OLIEHKHU pOCTa M MPOrHO3a KOHEYHOro pocra. sk onpeaeaeHus: KOCT-
HOTO BO3pacTa B MOCJeAHNE IOkl BCe OOoJIblliee MPEANOUTEHUE OTAAETCS Me-
tony I'peitnuxa—Ilaitna (Greulich & Pyle, 1959). Ouenka BeneTcs 1o peHT-
reHoTrpaMMe JICBOI KUCTU OOJIbHOM ¢ JTyde3arsiCTHBIM cyctaBoM. Ompenere-
HUEe KOCTHOTO BO3pacTa MPOM3BOAUTCS IO arjacy MyTeM COMOCTaBJIEHUS C
(ororpadusiMu 1 onMcCaHUSIMM PEHTIEHOTPaMM, KOTOPbIE B OTIpe/ecHHbIC
BO3paCTHBIC MEPHOIbLI PA3IMUAIOTCI HE TOJIbKO KOJIMYECTBOM SIIEP OKOCTE-
HEHMSI, HO M UX pa3MepaMM W B3aUMHBIM pacroyiokeHreM. Y OOJBHBIX C
CIOT pasHuiia Mexay MacloOpTHBIM U KOCTHBIM BO3PacTOM COCTaBJISIET
1—2 rona.

PeHTreHonorun4eckoe uccrqegoBaHune KocTeu ckenerta
PenTrenonornyeckoe mccienoBaHue KOCTe cKejieTa HeOOXOIMMO IPOBO-
JIINTH TOJIBKO B CIIydae HAJIMYUS COOTBETCTBYIOIINX CUMITTOMOB, YKa3bIBalO-
X Ha aHoManuu ckejieta. Y geBouek ¢ CIIT moBeIllIeH PUCK BPOXICH-
HOI mycIuiasum TazobeapeHHoro cycrana, y 10% neBodek B IMOJPOCTKOBOM
BO3pacTe pa3sBUBAETCS CKOJIMO3.

389



FopMoHanbHble UCCNEA0BaHUA

OueHka cexkpeynun P
I'opmonanwHasg nuarHoctrka aeduumta I'P poBoguTes TOJIBKO ¥ TeX 00JTb-
Hbix CIIT, pocT KOTOPBHIX OKa3bIBAETCS HUXE S-TepLUEHTUIbHON KPUBOM
s geBouek ¢ CIHT. ITpu aTom omHOKpaTHOE orpeneieHue ypoBHs P B
KpPOBM HE MMe€eT TMarHOCTUIECKOIO 3HAYCHMUSI, T. K. SIMM30INUECKUIA XapaK-
Tep cekpeunu I'P He McKioyaeT BO3MOXHOCTH ITOJTy4YeHHUsI €T0 KpaliHe HU3-
KUX 0a3ajbHbIX 3HAUEHUI axke y 3M0POBBIX IeTeil. B CBSI3U ¢ 3TUM UCHOJIb-
3YIOTCS CTUMYJISILMOHHBIE MPoObl U onpeneneHue MDP-1 B ceiBOpoTKe.

B x1mHMYecKo TpakTUKe HanboJjiee YacTO MPUMEHSIIOTCS IIPOOKI ¢ MHCY-
JIMHOM, KjiodennHoM, L-goma (tabdn. 5).

ComamomponHas HedoCmMamo4HoCcms ouazHocmupyemcs, ecau ypoeers I'P npu
MAKCUMANbHOM 8blOpoce Ha (hoHe cmumyaayuu cocmaensem menee 10 ne/ma.

Bce ctumynsiiMoHHBIE TTPOOBI MPOBOASATCS YTpoM HaTtolak. Ilepen mpo-
BeJeHUEeM IIpoObI B BEHY YCTaHABJIMBAIOT UTJTy-0a004Ky uinu Karetep. [lepu-
OIMYHOCTH 3a00pa IMPo0 KpOBU B MUHYTaX IIPY Pa3IUNYHBIX TeCTaxX pa3IndHa
(Tabm. 5).

Tabnuua 5. CTumynauMoHHble Npobbl Ha [P

IIpoda Jlo3a u mMeTox BBeAeHUs Bpems 3a6opa TTo6ounbIe

npenapara npod KpoBu, MuH 3 deKTb
Wucynmun (kopor- 0,1 EJI/kr, B/B cTpyiiHO 0, 15, 30, 45, 60, T'unoraukemus
KOTO JeHCTBUSI) 90, 120
Knodenun 0,15 MF/Mz, BHYTDPb 0, 30, 60, 90, 120 CHmxeHue AJl, coH-
(KJIOHUIUH) JIMBOCTb, OpaaviKapausi
L-nona BuyTtps 0, 45, 60, 90, PBoTa, TomiHoTa,
(;reBomoda) 125 mr, ecau Bec < 15 xr 120, 150 rojloBHast 60JIb

250 mr, ecu Bec ot 15 mo 35 kT
500 wmr, ecnu Bec > 35 KT

IIpo6a ¢ MHCYJMHOM IOJKHA IPOBOAUTHCS € OOJIBIION OCTOPOXKHOCTHIO B
cTallMoHape, B IIpUCYTCTBUU Bpada. [IpoTuBomokazaHUsIMU IJISI €€ IIPOBE-
JIEHUsI SIBJISTIOTCS HU3KWM ypOBEHb TIJIIOKO3BI B KPOBM HaTollaK (MeHee
3,0 MMOJIb/J1), HaAMOYEUHMUKOBASI HEAJOCTaTOYHOCTh C HU3KUM 8-YaCOBBIM
ypOBHEM KopTu3ojia B KpoBu (MeHee 140 HMoIB/J), a TaKXkKe HalIM4Ue B
aHaMHe3e y peOeHKa SMUJIEIICUU.

HWHcynuH kopoTKoro aeiictBus BBomaT B/B B no3e 0,1 Ex/kr. 3abop Be-
HO3HOM KPOBU IMPOU3BOMAST A0 BBEACHUSI MHCYJIMHA U 3aTeM uepe3 15, 30,
45, 60, 90 1 120 muH. B kaxnom oOpa3siie ornpeneisiior yposeHb ['P.

I'maBHOe yclioBME MPOOBI COCTOUT B 00SI3aT€IbHOM CHUXXEHUU YPOBHSI
[II0KO3bI KpoBU Ha 50% u Gosiee MO CpaBHEHMIO ¢ 6a3aibHBIM YPOBHEM
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(vau Huxe 2,2 MMmoJib/i1). Hanbosblee nageHue ypoBHS TIIOKO3bl OTMeYa-
eTcsl 00bIuHO uepe3 15—30 MuH Mmocie BBedeHUsI MHCYyIMHA. B 310 Bpems
OTMEYAIOTCSI CUMIITOMBI TUITOIJIMKEMUH (MIOTJIMBOCTD, TAXUKAPAUS, YYBCTBO
rojona, ciaaboctb). [Ipy MOSIBAEHUM CUMIITOMOB TSKEJIOM TMITOTIUKEMUU
(momMpayeHue CO3HAHUSI, CYIOpPOTrv) MpoOy HEMemIIeHHO IpephIBaloT B/B
BBeneHreM 40% rmoko3bl (5—10 mur).

IIpoba ¢ kinodeanom BeaeT K CHIDKeHUIO AJl, TTOSIBIIGHUIO BSIJIOCTH, Opa-
IuKapauu. B ¢Bsg3M ¢ 3TUM HE0OXO0AUM MOHUTOPUHT AJl 1 4aCcTOTHI ceprey-
HBIX COKpAIEHUI MPHU KaxXAoM 3a00pe KPOBU M KaK MUHUMYM B TeUCHUE
3 4 mocne BBeneHUS KiodenuHa. B ciydyae 3HaUYUTENbHOTO CHYKEHUS Al
1nocJie Mpoobl BBOAUTCS KOGMEUH I1/K WIX TUAPOKOPTU30H B/M B COOTBETCT-
BYIOIIIMX BO3pacTy A03aXx.

OnpepgeneHne ypoBHS TUPEOU[HbIX TOPMOHOB
OuenuBaercs yposeHb TTI u cBobonHoro T,, Tak Kak y 10—30% nauneH-
tok ¢ CIIT pa3BuBaeTcs TUIIOTUPEO3.

OnpepenerHune yposHeun JII u @CIr

VYposuu JII' 1 ®CI onpenensiiores B 13—14 et nepen HayajaoM 3aMeCTH-
TeJIbHOI TEpalK 3CTPOreHAMU, YTOOBI MCKIIIOYUTh HAYaI0 Pa3BUTUS CaMO-
CTOSITEILHOTO TyOepTara.

KOHTpOﬂb YPOBHSI rMTOKO3bl KpOBU

B merckom Bo3pacTe HapyllleHHME TOJICPAHTHOCTU K INIIOKO3€ y OOJIBHBIX C
CIUT BcrpeuaeTcst HeyacTto. KOHTPOJIB YpOBHS TIFOKO3BI, CTaHOAPTHBIN
TECT Ha TOJIEPAHTHOCTD K INIFOKO3€ HEOOXOIUMBI Y OOJbHBIX C OXUPEHUEM,
Tepen Teparmreli TOPMOHOM POCTa, OKCAHIPOJIOHOM.

KoHcynbTauus kapauonora v o6cneposanue cepaeyHo-coCyANUCTOI CUCTEMbI

o 60% mauuentok ¢ CLLT MMeIoT maToJIoruio cepaedyHoO-COCYIUCTOM CUC-
teMbl. B 30% ciydaeB BCTpedyaloTCs BPOXKAEHHbIE MMOPOKMU CEPALia U KpPyI-
HBIX COCYIOB, Cpeay KOTOPBIX IPe00JIafaloT KOAapKTallus aopThl U MOPOK
OMKyCIIUIAJbHOTO KJlallaHa. B ocTalbHBIX ciydasXx oTMedaloTcsl (PYHKIIMO-
HaJIbHbIE HapYILIeHUS — apTepUaibHasi TUIIEPTeH3MsI, ITPOJIaric MUTPAIbHO-
ro knamnaHa. I1lpoBoautcst usmepenue A/l Ha pykax M HOrax, ayCKyJIbTallMs
cepaua, peHrreHorpadust rpyaHoit kietku, DKI', yibTpa3BykoBoe UcCaeao-
BaHUe cepaua u cocynoB. [1pu 3acdukcupoBaHHOM TOBbIIIEHUU AJl TPOBO-
IUATCSI CYyTOYHBIN MOHUTOPUHT A/l.

KoHcynbTauua ruiekonora

[IpoBomuTcsa y mamumeHTOK crapiie 13—14 mer, mepen HayajaoM Tepamuu
3CTPOTEHAMMU.
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KoncynbTauua okynucra ¢ onpefeneHnem 0CTPOTbl 3peHus

¥V 60abHbIx CIIT yacto HabGIOAAIOTCS NTO3, SIMIMKAHT U CTpabU3M, a TaKXKe
HapylIeHUs 3peHUs B BUIE aMOJUOTIMU U TUTIEPMETPOITAN.

KoHcynbTauus otonapuironora ¢ onpeaeneHuem 0CTpOThbl cnyxa

Ipu CLUT y 30—50% 6GoNbHBIX UMEIOTCS HApYLICHUS CIIyXa B BUAE IIPO-
rpeccUpyolleil HelpOoCeHCOPHO# MM KOHIYKTUBHOM TYTOYXOCTH.

KoncynbTauusa oprofoHTta

ITpoBoauTcs B Bo3pacte 8—10 jeT: MadeHbKask HUXKHSIS YEIIOCTb U PETPO-
THAaTU3M MOTI'YT BECTH K HETIOJITHOMY CMBIKaHHIO 3y0OOB U APYTMM aHOMAaJIUSIM
3yOHOro psaa.

Koncynbtauusa ncuxonora

[Tpu mepBOM MoceleHnH TICUXOJIO0T J0/DKeH MOMOYb MallMeHTKE U €€ CeMbe
CIIPABUTHCSI C M3BECTHEM O HAJUYMU XPOMOCOMHOM aHOMaluUd U €€ BO3-
MOXHBIX TIOC/IEACTBUSIX. B mampHeiileM KOHCYIbTallMsI IICHMXO0JIOTa HE00X0-
avMa i npefaoTBpaieHus xapaktepHblx misg CIIT meuxosornueckux
npo0JieM, CBSI3aHHBIX C HU3KUM POCTOM, OCOOEHHOCTSIMU BHEITHOCTHU U 3a-
JEPKKOI TTOJIOBOTO Pa3BUTHSI.

KoHcynbraumu Bpaueid Ipyrux crielManabHOCcTeil (Hedposora, opromnena,
Jloromenaa, IiacTUYECKOro Xupypra u T. A.) TIPOBOISTCS MpU HEOOXOIMMO-
CTH, B 3aBHCHMOCTHU OT BBHISIBJICHHBIX 3a00JIeBaHUII W TTOPOKOB Pa3BUTHSI.
[MpoBoasTcs TakKe CTaHAApTHBIE KIMHUKO-JIA00pAaTOPHbIE MCCIEIOBaHNSI.

FeHeTM4Yeckoe KOHcynbTUpoBaHue aeBywek ¢ CLUT m
MX poauTenemn

BepostHocTh mosiBeHUs B ceMbe Broporo pedenka ¢ CILUT Bricoka npu Ha-
JINYMU Y OMHOTO M3 POIUTEIICH TpaHCIOKAIIMK X-XpPOMOCOMBI, B OCTaJIbHBIX
cyJyasix OHa Takas Xe, Kak I10 HacCeJEHUIO B 1IEJIOM.

IToBcemecTHOE BHeApeHHE METOAOB IKCTPAKOPHOPAIbHOIO OILIOIO0TBO-
penus nmo3poiisieT xkeHIHe ¢ CIUT BeiHAIIMBATH OEpeMEHHOCTD M POXKATh
(3KCcTpakopIropaibHOE OIUIOAOTBOPeHUE ymaeTcs mpousBectd y 50—60%
xkeHmuH ¢ CIIT, obpaTuBIIMXcS B CreUaTM3UPOBAHHBIC LIEHTPHI). s
JIeBOYEK, MMEIOIINX CIIOHTAHHBIM, HO KPaTKOBPEMEHHBIN IIEpHOI OBapH-
aJIbHOW aKTMBHOCTH, BO3MOXKHA KPUOKOHCEPBALUSI OOLIMTOB C IMOCIEAYIO-
IIMM HX OILUIOAOTBOPEHMEM M BHEAPEHMEM B SHAOMETPUI MALIMEHTKU, Xe-
Jlaloleit UMeTb peOeHKa.

BeposiTHoCTh poxneHuss 6oabHOTO pedeHka y keHiuuHbl ¢ CIIT Boiie,
YeM y 3M0POBBIX XKEHIIWH, ¥ 3aBUCUT OT KOHKPETHOTO BapraHTa XpOMOCOM-
HOIi aHoManuu. BbICOKa BEepOSITHOCTb POXAEHUSI pedeHKa C CUHAPOMOM
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HayHa, spina bifida, mopokamu cepaua. B momoOHbIX ciiydyasx HEOOXOAUMO
NnpeIBapuTeIbHOE TeHETMYECKOEe TECTUPOBaHUE 3MOPHOHA.

JledyeHne

OCHOBHBIMU 3ama4yaMu IIpu jedeHnun 6ombHBIX ¢ CLUT B neTckom u mompo-

CTKOBOM BO3pacTe SIBJISIOTCS CenyolIue:

e YBEJIMYECHME KOHEYHOIO POCTa;

e (pbopMUpPOBaHME BTOPUYHBIX MOJIOBBIX IIPU3HAKOB 1 YCTAHOBJIICHHUE PEry-
JISPHOTO MEHCTPYaJIbHOTO LIMKJIA;

e KOPPEKIIMs IMOPOKOB Pa3BUTHsI, JeUeHUE COMYTCTBYIOLIUX 3a00JIeBaHMIA;

e MIpodMIAKTHKA OCTEOIIOPO3a.

JleueHune Hu3kopocnocTu npu CLUT
npenapataMm pekomébuHaHTHoro I'P

Ha ceropnsmnuii neHp aedeHne Hu3kopociaocty npu CIUT Bkiaouyaer B ce-
051 MpUMeHeHNe TOPMOHa POCTa, MOJYYEHHOTO C MCTOJb30BAaHUEM TEXHO-
norun pexomouHantHou JHK (pI'P). CIUT sasnsercs Hanbosee 4acThIM
noxkasaHueM K Tepanuu pI'P (o maHHBIM MEXIyHApOTHOI'O MCCIIEIOBAHMS
KIGS, nposeneHHoro B 1996 r., okojo 15% mnauuveHTOB, HYXIAIOIIUXCS B
tepanuu pI'P, — neBouku ¢ CIIT). B Poccun B HacTosiiiee BpeMs 3aperu-
cTpupoBaHbI IpernapaTthl pI'P, BeIITycKaeMble HECKOJBKMMM KOMITAHUSIMMU:
Hopautrponun (Novo Nordisk), I'enotponiun (Pfizer), Xymatpomn (Eli Lilly),
Caiizen (Merck Serono), Pactan (Y@aBura). OnwiT npumeHenus pl'P B
MEXIyHApOMIHOM ITPaKTHUKE 3a MOCIeTHUE 15 JIeT MO3BOJISIET CUMTATh 3TOT
BUJ T€paliiy METOIOM BbIOOpa 1isl JeyeHus1 Hu3kopocioctu ripu CLIT.
B nactogmee Bpems y neBouek ¢ CLIT pekoMmeHnmyeTcs ciaemyromiast cxeMma
tepanuu pl'P: exemHeBHOe 11/K BBemeHue B BedepHue dachl (20.00—22.00) B
no3e 0,05 mr/kr/cyt. Tepanuio mpekpallamT, KOraa KOCTHBIM BO3pacT Maly-
€HTKM CTAaHOBUTCS paBeH 15 romam, a CKOPOCTh pOCTa ITafgaeT A0 2 CM/TO..
Lenbio neyenus pI'P npu CIUT sgBaseTcss CTUMYISILIASL pOCTa CBEPX I'eHe-
TUYECKOro MmoTeHIrasa. YeM mpoaoKuTeabHee JIieueHue B MpemnyoepTarT-
HBII TIepHOI, TeM BHIIIe KOHEUHBI pocT. OTMEYaloTCcsl MHAMBUAYaATbHbBIC
OTJINYMS B YyBCTBUTEIHHOCTH K CTUMYJIMPYIOIIEH POCT Tepalllu, 3aBHUCSI-
1IK1e OT TaKuX (PaKTOpOB, KaK CTeNEHb OTCTaBaHUsI B POCTE Ha MOMEHT Ha-
yaja Tepamnuu, 1IeJeBOM POCT (OCHOBAHHBIN Ha IMOKa3aTe/IsIX POCTa POIAMTE-
Jieii), BO3pacT Ha MOMEHT Hayajla Teparuu, IJIUTeIbHOCTh Tepanuu. JlaH-
Hble MHOTOUYMCJIEHHBIX MCCJIEJOBaHUI MOKa3bIBalOT, YTO HazHaueHue pI'P
BBI3BIBACT YCKOPEHHME POCTAa M 3HAUYUTEILHO YIydIllaeT POCTOBOI IIPOTHO3.
[1pu navTenbHOI Tepanuu B TeYEHUE TIEPBOTo rojaa HabI0AaI0Ch yBEINYe-
HHE CKOPOCTHM POCTa B CPEIHEM /10 7 CM/TOJ, B TeueHUe 2-T0 rofa — IOYTU
Ha 6 CM/TOI U B T€YEHHME 3-T0 roga — Ha 5 CM/TOJI, YTO MO-IPeKHEMY 00Ib-
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111e, yeM y 0obHbIX 0e3 geyeHus. KoHeuHast mpubaBka B pocTe, ornpeaese-
Masl KaK pa3HuLia MeXIy KOHEUHBIM POCTOM UM MPOTHO3UPYEMBIM POCTOM JI0
Hayaja Teparnu, TT0 JaHHBIM pa3HBIX aBTOPOB, COCTABIIIET OT 3,5 1o 9 cM, a
WHIUBUAYaJbHBIC MOKa3aTeau — oT 4,7 1o 21 cm. Ilpu cBoeBpeMeHHO Haya-
TOM JICYEHUU U TIPaBUJILHO MOJ00paHHBIX 103ax [P, ucnonb3oBaHuu OnTu-
MU3NPOBAHHON TepaIriMy 3CTPOTreHaMM YIaeTCs TOCTOBEPHO YBEIWYNUTDL KO-
HEYHbIN POCT 10 AOCTUXKEHUS S-ii MepLUEeHTUIM MOMYJISLMU 300POBbIX XEH-
mrH. [Tpy mpoBeneHUN CTUMYJIMPYIOIIEH POCT Tepanuyi HEOOXOIUMO Kax-
Ible 6 Mec HabmoIaTbed y neararTpa-sHaokpuHoiora (D).

Uuaykuma ny6epraTa

Llenbio 3aMeCTUTEIHbHOI Tepaliy 3CTPOreHaMU SIBJISIETCS] MaKCUMAJIBHO ITOJI-
Hasl UMUTAIsI HOPMAJIBHOTO TTOJIOBOTO pa3BUTHS. Y 3MOPOBBIX JEBOYEK Hava-
JIO pa3BUTUSI MOJIOUHBIX KeJie3 (Telapxe) HacTtymnaeT B Bo3pacTe 10,5 + 2 roga.
IIpoliecc moMOBOro Co3peBaHMsI HAUMHAETCS C Telapxe, 3aBepllaeTcs IepBOi
MEHCTpYaJbHOM peaklueil (MeHapxe) U MpoaosKaeTcsl okojo 2,5 roga. I1po-
11€CC TT0JIOBOTO Pa3BUTHS OLIEHUBAETCS IO CTAAMSIM Pa3BUTUSI MOJIOYHBIX Ke-
Jie3 1o TaHHepy M yIbTpa3ByKOBOI KapTMHE M3MEHEHMIT MaTKKU U SIMIHUKOB.
[Ipexxne yeM HAYMHATH TEPANMIO SCTPOTCHAMM, HEOOXOOMMO OLICHUTH ypPO-
BEHb FOHAIOTPOITHBIX TOPMOHOB, UTOOBI YOSIUTHCS B OTCYTCTBUU BO3MOXKHO-
IO CIIOHTAHHOTO myOepTaTa. BBICOKME ypOBHM TOHAZOTPOIIMHOB ITO3BOJISTIOT
Ha3HaAuaThb 3aMECTUTEIbHYIO Tepalnio 3CTporeHaMu. B cilydyae HOpMaJIbHBIX
ypoBHeit JII' 1 MCI' HeoOX0OMMO YJIBTPa3BYKOBOE MCCIAEIOBAHUE MATKU U
SIMYHUKOB. IlpM 3TOM Hy:XHO YYMTHIBaTh HO303aBUCHUMOE (B HU3KHMX J03aX
CTUMYJIPYIOIIIEEe, a B BEICOKMX — TOPMO3SIIIIEe) JSHCTBUE SCTPOreHOB Ha CO-
3peBaHUe cKeneTa. Ha JaHHBIM MOMEHT IIpPeACTaB/ISIeTCsSl HelleJeco00pa3HbIM
OTKJIAIbIBaTh MHIAYKIIWIO ITyOepTaTa, TaK KaK 3TO HEraTMBHO BIMSICT Ha IICH-
XOCOLMAJIbHOE CTAHOBJIEHNE, a TAKXKE Ha KOCTHYIO CUCTEMY M JPYTHe aCIIeKThI
300pOBbsSl MallMeHTOK. Hu3Kue mD03bI 3CTPOreHOB MOTYT IPUMEHSTHCS C
12 7eT. YcTaHOBIEHO, YTO 3aMECTUTEIbHAS TEpaIusl 3CTPaaAuoaoM ¢ 12 et He
OKa3bIBAa€T HEraTHBHOIO BIMSIHUS HAa KOHEYHBIN POCT IMALIMEHTOK MpPU Jieue-
aun pI'P. Kpome nepopaibHBIX (hOPM MOTYT OBITH MCITOJIB30BAHbI TPaHCIEP-
MaJjibHbIe (hOPMBI BCTPOreHOB, a TaKXKe J1eno-(PopMbl Kak Oosiee (hU3MOI0TUY-
Hag anbTepHaTtuBa. HavyanbHas go3a actpaauona coctasisier 1/10 (0,2 mr) wim
1/8 (0,25 Mr) OT B3pOCJIOit O3BI (2 MT), C MOCTEIIEHHBIM YBEJIMYSHUEM 036l B
teyeHue 2 jaet (D).

3areM repexoAaT Ha J03bI IJIST MOJIOABIX KeHIIMH (2 MI/CYT acTpaauoia
BHYTpb, 0,1 MI/CyT TpaHCAEpPMAaJIbHOTO 3CTpaanoia Win 2,5 MI/Mec 3CcTpa-
IUOJIa JUMIPONUOHATA I B/M BBemeHUs). 1T HOPMaJIbHOTO Pa3BUTHS
MaTKU U MOJIOYHBIX 3KeJe3 CUMTAeTCs 1eJeCO00pa3HbIM TOIOIHUTEILHOE
Ha3HauyeHMe IIPOrecTepoOHa He paHee YyeM uepe3 2 roma OT Hadajla Tepaltuu
acTporeHamMu. CUHTETUYECKNE OpajbHble KOHTPALIEIITUBEI HE PEKOMEHIO-
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BaHBI, TaK KaK OHU COJIEPKAT BBICOKME J03bl CHHTETUUCCKUX 3CTPOIeHOB, a
CUHTETUYECKUE MPOreCTUHHI IPEIATCTBYIOT HOPMAIBHOMY Pa3BUTHIO T10JI0-
BBIX opraHoB (D).

Koppekuma BHEeLWHUX aHOMAaNvuM

[IpoBOIMTCSA TOJIBKO B cydae 3HAYMMOIO KOCMETHYEeCKOro aedekTa (Kpbl-
JIOBUIHBIC CKJIAAKM IIIeW) WKW NP HapylleHnn (PYHKUMU opraHa (Hampu-
Mep, BbIpaXKeHHBIN NT03). [Ipu 3TOM HY>XKHO IMTOMHMTB O MPEaPaCIOIOKEH-
HOCTU K 00pa30BaHUIO KeJTonmHbBIX pyo1ioB mmpu CILT.

Hexotopbie aeBouku ¢ CIIT CKJIOHHBI K pa3BUTUIO OKUpPEeHUsI. Bosb-
Heie CIIT naxopsarcs B rpynmne pucka Al' 1 caxapHoro auabeTa, a oXXupe-
HUE TOBBIIIAET BEPOSITHOCTb Pa3BUTHUS ITUX 3a0oieBaHuil. K ToMy Xe n3-
OBITOYHBII BeC B COUETAaHMM C HU3KUM POCTOM U AUCIUIACTUYHBIMU YepTa-
MU JTi1a 1 GUTYPHI MOXKET CO3aBaTh JOMOJIHUTEIbHBIE TICUXOJIOTUYECKHE
TpyaHocTU. [ToaTOMy HEOOXOAUMMO KOPPEKTUPOBATh IPUBBIYKY ITUTAHUS
M BECTU aKTUBHBIN 00pa3 xku3HW. [Ipn HeoOXOmMMOCTH Yy ITallMEeHTOK C
CHIT mpoBoagatcs koppekuusi AJl, yrieBomHOro oOMeHa, TUPEOUIHOTO
craryca, JieueHue MHGEeKUIMA MOYEBBIBOASAIIMX MYTeil, aKTUBHOE JICUCHUE
CpeIHUX OTUTOB U IP.

B mpodunakTuke ocreonoposa BaXKHYIO pOJib UIPAIOT UTUTEbHOE JIeUeHUe
pI'P u 3amecturenbHas Tepamnus MOJOBBIMU TOPMOHAMM, YTO YIy4IIaeT Mpo-
THO3 B OTHOIIEHUM TUIOTHOCTH KOCTU U BO3MOXKHOTO Pa3BUTHUSI OCTCOIICHUM.
Kpome Toro, miast Jjiydiiero coxpaHeHMsI KOCTHOM TKaHM BO3MOXHO ITpO-
(unakTrueckoe HaszHadeHUe Kaiablms Kypcamu (¢ 10 mer — 1000 mr/cyr,
c 11 mer — 1200 mr/cyr).

BeneHre nmaymeHTok ¢ CLUT
B NeguaTpr4ecKom npakTrke

Cxema nabarodenus 3a nauuenmioti ¢ cunopomom Illepewesckozo— Tepuepa (D)

Habawdenue sndokpunonoea: 1 pa3 B 6 Mecsiles.

Anmponomempus, enecenue 0aHHbIX 8 UHOUBUOYAAbHYIO KAPMY DOCA, KOHM -
poab eeca: 1 pa3 B 6 MecsIIIeB.

Koumpoaw cxopocmu pocma: 1 pa3 B 12 MecslieB.

Onpedenenue kocmuoeo éo3pacma: 1 pa3 B 12 mecsitieB (Ha (poHe Teparnun).

Yaempaseykosoe uccaedosanue Oprouinoil _hoaocmu, 3a0pHOWUHHO20 NPO-
cmpancmea: 1 pa3 B 3 roja.

Yaempaseykoeoe uccredosanue masoeo maza: B 12 ner nepen Ha4alIoM Te-
panuu 3cTtporeHaMu. Eci ypoBeHb TOHAZOTPOIIMHOB HE ITOBBIIICH, BO3-
MOXHO CaMOCTOSITEIbHOE Hadayo IyoepTara; B 3TOM Ciydyae HeoOXOIMMO
VJIBTPa3BYKOBOE MCCIIEIOBAHIE COCTOSIHUSI TOHAI,.
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Konmpoab apmepuanvhoeo dasnrenus na pykax u Hoeax: 1 pa3 B 6 MecsilieB
MpU OTCYTCTBUM TMoBbIIIeHUST AJl; B ciydae moBbiieHUsS AJl He0OX0AMMBI
CYTOYHBIII MOHUTOPUHT A/l M BeaeHUe OOJBbHOM COBMECTHO C KapauoJO-
TOM.

Ixoxapduoepagus: OBTOPUTH B MOAPOCTKOBOM BO3pacTe, MPU HAJIUYUU
M3MEHEHUI — BeleHMe OOJIbHOM COBMECTHO C KapIHOJIOTOM.

Konmponas yposus earoxoswel kpogu: 1 pa3 B 2 Mecslia Mpy JIeUEHUN TOPMO-
HOM pocTa, 1 pa3 B 6 MecsleB 0e3 JedeHHUsI.

Cmandapmublil mecm Ha MOAePAHMHOCMb K 2A0K03e: TIEPEe HadaJIoM Jiede-
HUSI TOPMOHOM POCTa.

Koumpoaw yposusa T, _TTI: 1 pa3 B ron.

Onpedenenue yposneii JII, @CI: B 12 neT mepen HadyaaoM TepaIlii 3CTPOre-
HaMH.

Obwuii anaau3 kposu, moyu: 1 pa3 B 12 MecsI1ieB.

Bbuoxumuueckuii anasuz kposu (Kpeamurul, MpaHcamuHassl, S1eKmpoIumsl,
wenouynas gocghamasa): 1 pa3 B 6 MecsleB MpU JICUCHUU TOPMOHOM pOCTa,
1 pa3 B rofi Ipu JICYUEHUM TOJbKO 3CTPOreHaAMMU.

Koncyrvmauus _omonapuneonoea ¢ onpedesenuem ocmpomul _cayxa: 1 pa3 B
12—24 mecsua.

Habarwdenue kapouonoea, neghponoea, opmodonma, opmoneda, omoaapuHeo-
1024 U Opyeux epa4eil-cneyudaiucmos:; B 3aBUCUMOCTU OT MMEIOIIMXCS 3a00-
JIEBaHUII ¥ TIOPOKOB Pa3BUTHSI.

Habawdenue ncuxonoea: B 3aBUCUMOCTH OT pPEKOMEHAALIMIA IICHXOJIora.
OO6s3aTebHO B myOeprTaTHbIM Tepuoa. [lcuxoTepameBTUUYECKOE JIeUeHUE
JIOJKHO OBITh HAIIpaBJIEHO Ha KOPPEKIIMIO CaMOOLIEHKH, TTOOLIpeHEe ALl -
€HTOK K IPOSIBJICHUIO COIIMAIbHOM aKTUBHOCTH, KOPPEKIIUIO TPYIHOCTEI ¢
ooyueHneM. OcobOoe BHMMaHHE OOJDKHO OBITH YACICHO INIAHUPOBAHMIO
Kapbepbl, ITOATOTOBKE K CAMOCTOSITSILHOM KM3HU C YYETOM BCEX MMEIO-
LIVXCS HApYLIEHWI 3M0pOBbs MU MHMOPMALIMU O TPYIHOCTSIX B OOYYCHUM.

Koppexuus enewnux anomanuii paseumus: TIPOBOAUTCS TOJBKO B CIIydae
3HAYMMOI'0 KOCMETHUYeCcKOro medekra (KpbIIOBUIHBIC CKJIAAKU IIEH) WU
Mpu HapylieHUuU (YHKIIMU opraHa (HampuMmep, BbIpaxkeHHBbI NT03). Xu-
PYpPrUYeCcKOe BMEIIATEeIbCTBO MPOM3BOAUTCS crienuaauctaMu. [Ipu otcyT-
cTBUM (PYHKLIMOHAIbHBIX HAPYIIEHU 110 BO3MOXHOCTH CJIEAYET BO3IEPKI-
BaThCsl OT XMPYPTUUYECKOTO BMEILIATEIbCTBA, IIOCKOJIbKY YCTPAaHEHUE KOCME-
TUYECKOTO JedeKTa MOXKET IPUBECTU K HAPYIICHUIO (PYHKIIUMU MOCTIE OIle-
panyu. DTo OTHOCUTCS K KOPPEKIIMK KaK BHEITHUX aHOMAJINi1, TaK W ITIOPO-
KOB BHYTPEHHUX OpraHoB. Hy>KHO MOMHUTB O TIPeIpacIiOIOXEeHHOCTH K 00-
Pa30BaHUIO KeJIOMIHBIX pyo1oB Ipu cuHapoMe lllepemeBckoro—TepHepa.

IIpogpunaxmura u seuenue oxcuperus: ponutean nesoyek ¢ CIHIT momkHbI
OBITh MPEIyHPEeXISHb 0 BO3MOXHOM Pa3BUTUU Y JETe OXUpPEHUsS U MH-
(bopMupoBaHbBI 0 TOM, KaK (hOPMUPOBATh Y HUX MPaBUILHOE IHILEBOE MO-
BelIeHWE W IIPUBBLIUYKY K (U3NYECKUM YITPAKHEHUSIM.
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BeneHne B3pochnbix naumeHTok ¢ CLUT

VY B3pocabix nayeHToK ¢ CIIT BhICOK pUCK pa3BUTHS pa3IUYHbBIX 3a001€e-
BaHMIA, IIO3TOMY OHU JOJKHBI HAXOIUTHCS IO IIPUCTAIbHBIM HAOIIOACHM -
€M Bpaueil BCIO ku3Hb. CBOeBpeMEHHOE MEIUIIMHCKOE BMEIIATEIbCTBO
CHIXaeT pUCK paHHe! 3a00JIeBa€MOCTU U CMEPTHOCTH U YJIy4lllaeT KauecT-
BO XXM3HU OOJIbHOM.

OcHOBHOIT TIpUYKMHONM MoBbIIeHUsT cMepTHOCTH Tipu CIHT sBnsitorcst cep-
JIEYHO-COCYIUCThIE TATOJOTMM, B YAaCTHOCTM AWIATallisl M pa3pbiB aOpThI;
BTOPOI1 MO0 3HAYMMOCTHY IPUYMHON — 3JI0KAUeCTBEHHbIE HOBOOOPA30BAHMSL.

CxeMma HabGmoneHus 3a B3pocibivu nareHTKamu ¢ CLLT npuBeneHa B Taoi1. 6.

Ta6nuya 6. Cxema HabnoaeHMs 3a B3POCbIMI NaLMEHTKaMK ¢ curapomom LLlepelesckoro—

TepHepa

HabGmonenue aHIOKpUHOIOTA
KoHTposb Beca, najbnaiys MOJOYHBIX XeJe3

VYabTpa3ByKOBOE MCCIEI0BaHKE OPIOIIHOM
MOJIOCTH, 3a0PIOLIMHHOTO MPOCTPAHCTBA

KoOHTpoIb apTepuaIbHOrO JaBJIEHUS,
ayCKyJIbTallMsI CepaLa

Dxokapauorpadus

KoHTpoJIb yPOBHSI TJIIOKO3bI KPOBU

CTaHmapTHBIN TeCT Ha TOJEPAHTHOCTD K TIIIOKO3€
Kontposab ypoBHs cBoboaHoro Ty, TTT

Buoxumuueckuii aHaiu3 KpoBU C OTpeaeeHueM
ypoBHsI KpeatTuHnHa, AMK, TIIIOKO3bI, JTUMTII-
HOro MpoduIsi, IEUEHOUYHbIX TpaHCAMUHA3

OO0mMii aHaIM3 KPOBU, MOYU

KOHCyI[bTaLlI/IH TUHEKOJIora

KoHcynbTalusi OTOJIapuHIOIOra ¢ OfpeieeHueM
OCTPOTHI CllyXa

Habmonenue y kapauoiora, Hedposiora,
OTOJIADUHTOJIOTA W JIPYTHX Bpadeii-CrennairicToB

JleHCUTOMETpUST KOCTei

Hab6moneHue y ncuxosiora

[NonHOE MeAUMLIMHCKOE 00CIeaI0BaHNe ¢ OCOOEHHO
THIATEJbHBIM ITOMCKOM MAaTOJOTMU CePACUYHO-COCY-
IIMCTON M MOYEBBIIEIUTELHON CUCTEMbBI, TEHETH-
YeCKOe KOHCYJIBTUPOBAHUE

1 pa3 B 6 Mecs1eB
1 pa3 B 6 MecsueB

1 pa3 B 2—3 roma

1 pa3 B 6 Mec, nMpu HEOOXOAMMOCTH —
yauie

1 pa3 B 3—5 et

1 pa3 B 6 mecsilieB MpU OTCYTCTBUU TATOJIO-
T

1 pa3 B ron
1 pa3 B 2 rona

1 pa3 B 2 rona

1 pa3 B roz, yaie — Mpu HaJIMYUU MOPO-
KOB MOUEBBIIEIUTEIBHON CUCTEMbI

1 pa3 B rox

1 pa3 B 3—5 Jer

ITo moka3zaHusIM

B niepBoe moceleHre B3pOCIOro 3HIOKPHU-
HOJIOTa WJIM TeparieBTa, 3aTeM depes S JIeT,
€CJI HET YMEHbBIIEHUsT KOCTHOU TUIOTHOCTH.
ITocaenyroniee nsmepenue mocie S50 get

ITo mokazaHusimM

Tlepen 3ariaHMpPOBaHHON GEPEMEHHOCTBIO
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MmuTanmst paboThl HOPMAJIbHBIX SIMYHUKOB OCYIIECTBIISICTCS ITyTeM Ha-
3HAUEHUS 3aMECTUTEJIbHON Teparuy 3CTpOreHaMy U MperapataMmu Iporec-
tepoHa. Llemecoobpa3Ho IpuMeHeHNE KOHBbIOTUPOBAHHBIX (IIpeMapyH B 10-
3¢ 0,625—1,25 Mr/cyT) WiM OPUPOAHBIX DCTPOTEHOB (ICTPAmMOI B 103€
2 mr/cyt). IIpenmapaThl TiporecTepoHa JOMOJHUTENIbHO Ha3HavaloT ¢ 15-ro
o 25-i JeHb MUKIMYECKON Tepalnu: MeApOKCHUIIpOTrecTepoHa alerar, 5—
10 Mr/cyT, Wi HOP3TUHAPOH, 1—2 Mr/cyT. Bo3MOXHO npuMeHEHEe KOM-
OMHUPOBAHHBIX MPeTapaToB, COAECPXKAIIUX MPUPOIHBIE 3CTPOTeHBI U TecTa-
reHbl (IMBUHA, LIUKJIO-TIPOTUHOBA) 10 LIMKJIMYECKON CXeMeE.

Hcnonp3oBaHne CUHTETUYSCKUX 3CTPOICHOB MM KOHTPALIENITUBOB, CO-
JepXalluxX STUHWI-3CTPAaaUoJ, HexXeaaTeabHo. JledeHue scTporeHaMM U
MPOreCTUHAMM IIPeKpalllaeTcsl B BO3pAacTe HACTYIUICHUSI MEHOIAy3bl Y 300-
POBBIX >KeHIIUH (rocie 50 Jjier), 1Mbo MpoaoKaAeTCs Je4YeHe OMHUMMU ICT-
poreHamu ISt IpoGMIAKTUKNA OCTEOIIOpOo3a.

Iloddepocanue Hopmarvroeo eeca meaa. VIHAEKC MacChl Tella HE IOJIKEH
MPEBBIIATh 25 KI/M?, COOTHOILIEHUE OKPYKHOCThH TaJIUK/OKPYKHOCTH Oe-
gep — 0,80. IMaumeHTKaM cieayeT HaCTOSITEIbHO PEeKOMEHI0BaTh JUETUYEC-
CKO€ IMMTaHME U JOCTAaTOYHO MHTCHCUBHbBIC (PM3NIECKIE HArPy3KN KaK PO~
(pUnakTHUKY pa3BUTUSI caxapHOro aumabdeTa, OCTEONnopo3a, apTepruabHOMN TH-
MEePTeH3UU.

Ilpodpuraxkmuxa ocmeonopoza. HeodbxomumMo o6eCIednThb TTOCTYIJIEHNE B
OpraHu3M ¢ nuieit 1,2 r/cyT Kanbuus Moo ¢ mMpodUIaKTUIECKOM 11eJIbIo
NpUHMUMaThL IperapaTbl Kaabuus. I[logmepkaHue HOpMaJbHOrO Beca
¥ IBUTATEJIbHASI aKTUBHOCTD TAKXKe BaxKHBI IJIsI TPO(MUIAKTUKNA OCTEOIIO-
po3a.

Jleuenue dpyeux xapaxmepHuoix 0aa _cundpoma lllepewieeckoeo— Tepuepa co-
CIMOAHUIL U conymcmeyruux 3abonesanuii. IIpyu He0OXOAUMOCTU MPOBOASITCS
KOPPEKLMSI apTepHabHOM THITIEPTEH3WN, YIJIEBOOHOTO OOMEHAa, THUPEOMWI-
HOTO cTaTyca, JieueHue MH(MEKIMi MOYEBBIBOASIIMX MyTel U T. 1.

3akJin4yeHmne

CBoeBpemeHHas1 noctaHoBka auarHosda CIIT, TmwareibHOe MEAULMHCKOE
o0OcienoBaHMe M IOCHeayIollee HaOIoAeHUE, JIeUeHUe C IpHUMEHEHUEM
BCETO apceHaja JOCTYITHBIX MEINIIMHCKUX CPEICTB O00eCIeunBaeT KEeHIIH-
HaMm ¢ CIIT monaHOLEeHHYI0, aKTUBHYIO XKM3Hb. Tepanus npernapaTtaMu pe-
KOMOMHAHTHOIO rOpMOHA POCTa YeJoBeKa MO3BOJISIET OOJIbIIMHCTBY 0O0JIb-
HBIX JOCTUYb COLMATBHO MPUEMIIEMOIO pOCTa, U30eKaTh OBITOBBIX, MICUXO-
JIOTUYECKUX W COLIMAIbHBIX MPOOJEM, C KOTOPHIMM CTaJKMBAIOTCS JIOIU
HU3KOIO pOCTa.
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(MenrepanbHble
KAVHWN4YecCkme
peKoMeHAaUNW
(NMPOTOKOABI)

NO ANArHOCTVKE

N AeYHeHWO
NANONATNHEeCKOW
HN3KOPOCAOCTU

vV AeTell 1 NOAPOCTKOB



CnMCoK coKpaLLeHu

AnAT — anmanmHaMMHOTpaHCdepasza

AcAT  — acnapratamuHOTpaHcdepasa

KKT  — Xenymo4yHO-KHUILEYHBbI TpakT

NDP-1 — mHcynmmHONoOoOHbIN (akTop pocTa |

MPT  — mMarHuTHO-pe30HAHCHAs TOMOTpadus

PKMN  — paHaoMu3upoBaHHbIE KIMHUYECKUE UCCIACAOBAHMS
CTr — COMAaTOTPOITHBIIT TOPMOH

TTT — TUPEOTPOITHbINA TOPMOH

HbA,, — MIMKO3WIMPOBAHHBINA TeMOTJIOOMH

SD — cTaHgapTHoe oTkjioHeHMe (standard deviation)
SDS — K03(UIMEHT cTaHAapTHOTO OTKIOHeHMs (standard deviation

score)
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MeTononoruga

MeTtopl, HCNOJIb30BAHHBIE IS cOOpa/CesleKMU T0KA3aTeNbCTB:
e TIOMCK B DJIEKTPOHHBIX 0a3ax ITaHHBIX.
Onucanue MeTO0B, MCIOJb30BAHHBIX JJIsi COOpa/ceNieKIUN J0KA3aTe/IbCTB
Joxa3aTeabHoOi 0a30#l 151 peKOMEHIALWil SIBISIIOTCA ITyOJIMKAIu, BO-
menme B KoxpeifHoBckyio OmbmamoreKy, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa moncka coctaBuia S JeT.
MeToabl, UCNO/Ib30BAHHDIE ISl OIIEHKH KAYeCTBA M CUJIbI 0KA3aTelbCTB:
e KOHCEHCYC 9KCIEPTOB;
e OIlIEHKA 3HAYMMOCTHU B COOTBETCTBUMU C PEUTUHTOBOU cxeMoii (Tadi. 1, 2).

Tabnuua 1. PeliTuHroBas cxema Ans OLEHKN CUMbl PEKOMEHAALNIA

YpoBHu 10Ka-
3aTeJbHOCTH

Onucanue

1++

1+

2++

2+

MeraaHayM3bl BBICOKOTO KauecTBa, CUCTEMaTUYECKUe 0030pbl paHAOMU3UPO-
BaHHbIX KOHTpoaupyeMbix uccienosanuii (PKW) nnu PKU ¢ ouenb HU3KUM
PUCKOM CHCTEMATHYECKHMX OLITMOOK

KauecTBeHHO MpoBeIeHHBIE MeTaaHaIU3bl, CUcTeMaThuieckue 00630pel PKN
wii PKM ¢ HU3KMM PUCKOM CHCTEMaTUYECKUX OLIMOOK

Metaananusbl, cuctematudyeckue 003opsl PKM wiu PKU ¢ Bbicokum puc-
KOM CUCTeMaTMYECKUX OIIMOOK

BbIcOKOKaueCTBEHHbIE CHUCTEMAaTUYECKUE 0030Pbl UCCIIEMOBAHUM «CITy-
Yail—KOHTPOJIb» WM KOTOPTHBIX MCCIIEeAOBaHU. BbICOKOKaueCTBEHHbIE 00-
30pbl UCCIIENOBAHUI «CTydyall—KOHTPOJIb» WJIM KOTOPTHBIX MCCICA0BAHUIA C
0YEeHb HU3KUM PUCKOM 3(PHEKTOB CMEIIMBAaHUS WIM CUCTEMAaTUYECKUX OIIY-
OOK M CO cpeHel BEepOSITHOCTBIO MPUIMHHO-CIICICTBEHHOM CBS3U

Xopolo MpoBeIeHHbIE UCCICTOBAHMS «CTy4aii—KOHTPOJIb» WIM KOTOPTHBIE
MCCICI0BAHMS CO CPETHUM PUCKOM A(PGHEKTOB CMENIMBAHUS WM CUCTeMAaTH-
YeCKUX OLIMOOK U CPeHEe BEPOSTHOCTBIO MPUUMHHO-CIICICTBEHHON CBSI3U

Uccnenosanust <<CJ'[y‘-IaI>i—KOHTpOHb>> WJIN KOTOPTHBIE UCCJIEA0BaHUS C BbICO-
KM PpUCKOM SCID(I)CKTOB CMEIIWBAHUS WJIA CUCTEMaTUIECKUX OIIMOOK M CO
CpCI[HCﬁ BEPOATHOCTBIO HpH‘{I/IHHO-CJ’IC}ICTBCHHOﬁ CBA3UN

HeaHnanutuueckue ucciaenoBaHus (HampuMep: oMUcaHue ciiydaeB, Cepuii
cJIy4yaeB)

MHeHue SKCIIEPTOB

MeToapl, HCHOJIb30BAHHBIE IJII AHAJIN3A I0KA3aTe/IbCTB:
e 0030pHbI MyOJIMKYEMbIX METaaHAIU30B;
e crcTeMaTh4YecKre 0030phl ¢ TabauIaMU J0KAa3aTeJIbCTB.
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Onucanne MeTOA0B, HCIOJIb30BAHHBIX IS AHAJIM3A J0KA3aTebCTB
Joxa3aTeabHOl 0a30#l 11 peKOMeHIALMil SIBISIOTCA ITyOJIMKAIu, BO-
memmue B KoxpeifHoBckyio Ombmamoreky, 6a3bl gaHHBIX EMBASE n
MEDLINE. I'nybuHa nmoucka coctaBuia 5 JieT.
Tabmmupl 10Ka3aTeNbCTB
Tabauiel MOKa3aTeIbCTB 3aMIOJHSINCH WICHAMHU paOdouyeil TPYIIIIHL.
MeToabl, UCHO/Ib30BAHHDBIE AJi (hOPMYIHPOBAHUS PEKOMEHIAIMIA:
e KOHCEHCYC 3KCHEPTOB.

Tabnuua 2. PeiiTuHroBas cxema Aans OLEHKN Ka4yecTBa peKoMeHaaLnii

Cuna  Onucanue

A [To MeHbIIIeit Mepe OANMH MeTaaHaIU3, cucteMatndeckuit o63op wim PKU, onenen-
Hble KaK |4+, HaMpsSIMyl0 TPUMEHUMbIE K 1IEJIEBOM MOMYJSIIIMU U JEeMOHCTPUPYIOIINE
YCTOMYMBOCTD PE3yJIbTaTOB.

Jlubo rpymma noKa3aTebCTB, BKIIOUAIOIINX Pe3yIbTaThl UCCIIEOBaHUI, OLIEHEHHbIE
Kak |+, HAMPsSMYIO MPUMEHUMBIE K LIeJIEBOM MOMYJISIUN U JeMOHCTPUPYIOIIKe 00-
LIYI0 YCTOMYMBOCTb PE3yIbTaTOB

B I'pynna pokaszarenbCTB, BKIIOUAIOLIAs pe3yibTaTbl UCCASIOBaHM, OLEHEHHbIE KakK
2++, HaPSIMYIO TIPUMEHUMBIE K 1IEJIEBOI MOITYJISIUN U IEMOHCTPUPYIOIIUE OOIIYIO
YCTOMYMBOCTD Pe3yJIbTaTOB.

Jlub6o noka3zateabCTBa, IKCTPAIIOJIMPOBAHHBIC U3 MCCIICIOBaHMIA, OLIEHEHHBIX KaK 1++
w1+

C I'pynma mokaszatesbCTB, BKIIOYAIONIAs pe3yIbTaThl UCCAEIOBaHMI, OLIEHEHHbIE KakK
2+, HAMpsSIMYIO MPUMEHUMBbIE K 1I€JIeBOW MOMYJISILIMUA U IeMOHCTPUPYIOLIUE OOIIYIO
YCTOMYMBOCTD PE3y/IbTATOB.

Jlubo JO0Ka3aTeJIbCTBA, SKCTPAIIOJIMPOBAHHBLIC U3 I/ICCIIC,Z[OBB.HI/Iﬁ, OLIEHEHHBIX KaK 2++

D Jloka3zaTenbCTBa YPOBHS 3 WiH 4.

Jlu6o noxasarejibCTBa, SKCTPAIIOIMPOBAHHbIE M3 UCCIIENOBAHMIA, OLEHEHHBIX KaK 2+

Numukatopsl Hamiexameii npaktuku (Good Practice Points — GPPs)

PexomeHnnyemass Hamjiexallasi mpakTuka 0a3upyeTcsl Ha KIMHUYECKOM
OIbITE YJIEHOB paboyeil IrpymIibl 1Mo pa3dpadboTKe peKOMEHAALUA.

DKOHOMUYECKHIi aHAIN3

AHanM3 CTOMMOCTH He TPOBOAMJICS W MyOIMKAUUU MO (PapMaKO3KOHO-
MUKEe He aHaJIM3UPOBAJICh.

MeToabl BATMAM3AIMA PeKOMEHIAHIA:
e BHEIIHSIST SKCIIEPTHAST OLIEHKA;
e BHYTPEHHSISI 9KCIIEpTHAsI OLICHKA.

Onncanue MeTOOB BAIMIU3ANNN PEKOMEHIAIMIA

Hacrosiue pekoMeHIalluu B MpeaBapUTEIbHON BEPCUM ObLINA pELIeH3M-
POBaHBI HE3aBUCUMBIMHU 3KCIIEPTAMM, KOTOPBIX MOIPOCUIN IIPOKOMMEHTH -

406



[narHocTnka v neveHne nanonaTm4eCckom HU3KOPOCIOCTU Y AeTen 1 NOAPOCTKOB

poOBaTh MpeKae BCEro TO, HACKOJIbKO MHTEPIIpeTaLus JOKA3aTebCTB, JeXa-
IIMX B OCHOBE PEKOMEHIAIIMA, JOCTyITHA /s TIOHMMAaHMSI.

[TomydeHbl KOMMEHTApUM CO CTOPOHBI Bpauell IIepBUYHOIO 3BeHA U yda-
CTKOBBIX MEAUATPOB B OTHOILLUEHUU JTOXOAUMBOCTU M3JIOXEHUS PEKOMEHIa-
LM ¥ OLIEHKU BaXKHOCTH PEKOMEHIalldil KaKk paboyero MHCTpyMEHTa IMO-
BCEIHECBHOU MPAKTUKMU.

KoncyabTauum v 3KcnepTHas OlleHKa

[TocnenHue U3MeHEHMST B HACTOSIIIIMX PEKOMEHIAIUSIX ObLTU B TIpeaBapu-
TeJIbHOI BEPCUM IIPEACTaBICHBI WIS AucKyccun Ha KoHrpecce sHIOKPUHO-
JoroB 20—22 masg 2013 r. (MockBa), Ha KOH(pEpeHLMIX JETCKUX SHI0KPU-
HojoroB 22—23 wions 2013 r. (ApxaHrenbek) U 5—6 cenrssops 2013 r. (Co-
yn). [IpenBaputeabHast Bepcusl BhICTaBIeHA IS IIMPOKOIO OOCYXIeHUs Ha
caiitte ®I'bY DHII, njisg Toro 4ToOkI JIKlIa, HE yY4aCTBYIOIIME B KOHTpecce 1
KOH(pepeHLUsIX, UMeIN BO3MOXHOCTb MPUHSATh Y4acTHE B OOCYXXACHUU U
COBEPIIIEHCTBOBAHUU PEKOMEHIALIUIA.

ITpoexT pekoMeHaalMil OyaeT pelleH3MPOBaH TakKe HE3aBUCUMBIMU 3KC-
rnepTaMu, KOTOPbIX MOIMPOCUIU MTPOKOMMEHTUPOBATh MPEXKIAE BCETO JOXO/-
YUBOCTh M TOUYHOCTb MHTEpIIpEeTAallUM AoKa3aTeJbHOI 0a3bl, Jiexkalleil B
OCHOBE pEKOMEHIALINIA.

Pa6ouag rpynma

[ oKoHYaTeIbHOM pedaKlMy M KOHTPOJII KauyecTBa PeKOMEHIAIUN Oy-
JyT MOBTOPHO MpOaHaIU3UpPOBAHbI YeHaMU pabouyeil rpyIIbl ¢ LEeblo yI0-
CTOBEPUTHCS, UYTO BCE 3aMeYaHUsI U KOMMEHTapUU SKCIEPTOB MPUHSTHI BO
BHMMaHHUE, PUCK CHUCTEMAaTUYECKUX OIIMOOK ITpM pa3pabOTKe peKOMEHIa-
LU CBeAeH K MUHUMYMY.

Cuna pekomeHaauuii (A—D) mpuBoAUTCSI IPU U3JIOKEHUU TEKCTA PEKO-
MEHIALNA.

OnpepeneHne n knaccudgomkaums

Nauonatuyeckas 3anep:xkka pocra [kox nmo MKb E34.3] — 3Tto Hu3Kopoc-
JIOCTb C pOCTOM HUKE 3-TO TEePLEHTUIIS IJIs Toja 1M Bo3pacTa (Koaphuiim-
€HT CTaHAAapTHOIo OTKJIOHeHUs pocTa (SDS pocra) MeHee —2), MpU KOTO-
POl MCKJTIOUEHBI U3BECTHBIE TTPUYMUHBI.

Kpurepun naponaTudeckoii HU3KOPOCJIOCTH:
e HOpPMaJbHbIE IJIMHA U BEC TIPU POXACHUM;
e OTCYTCTBME AMCHPONMOPLMOHATBLHOCTU B TEJIOCIOXEHUH;
e OTCYTCTBHE XPOHMYECKMX CUCTEMHBIX 3a00JeBaHuii (ceplia, OYeK 1 JIp.);
e OTCYTCTBUE TICHXO3IMOIIMOHAIBHBIX (CTPECCOPHBIX) (haKTOPOB;
e OTCYTCTBUE QJIMMEHTAPHBIX (PAKTOPOB;
e OTCYTCTBUE IPYTMX SHAOKPUHOMATUIA.
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K HacTosiliemy BpeMeHM B MUpE HAKOILJIEHO MHOTO JaHHBIX 00 3¢ deK-
TUBHOCTHU U O 0€30IMaCHOCTU JIeYEHUsI TOPMOHOM pOCTa JAeTei C UAMOIATH -
yecKolt HM3KopocaocTbio. B 2008 1. ObUT OImyOJMKOBaH MEXIyHApOIHBIN
KOHCEHCYC MO IMAarHOCTUKE MAWONATUICCKONM HM3KOPOCIOCTU M TAaKTHUKE
BeJleHUsI OOJIbHBIX, CO3aHHbBII B pe3yJibTaTe COBMECTHON pabOThI TpeX Ha-
YUIHBIX 001IecTB: OOIIeCTBA 110 M3YyYeHUIO TopMOHa pocTa, O0IIIecTBa A~
aTtpoB-sHIoKpuHoioroB uM. JI. Yuikuuca (LWEPS) (CIIA) u EBponeii-
cKoro obuiecTBa neauaTpoB-sHAoKpuHOJI0roB (ESPE) (B).

ITo coBpeMeHHOM Knaccu@uKamu, IpuHATONH EBponeiicknm o01IecTBOM
neauaTpoB-3HA0KpUHOA0roB B 2007 r. MU om0OpeHHON K MPUMEHEHMUIO
MexnyHaponHbIM KoHceHcycoM 2008 T., BBIACISIOT ABe (POPMbI UINOIATU -
YeCKOM HU3KOpPOCIocTU — ceMelinyio 1 Hecemeiinylo (C). ITocne 13—14 ner
00e (hopMBI TOAPA3ACIISIIOT Ha HU3KOPOCJIOCTh € 3aJepKKoii mydepraTa 1 0e3
3a/iepKKHM myoepraTa. /lvarHo3 3ajep>XKy myOepraTa CTaBUTCS Y ACBOYEK B
13 JeT mpu OTCYTCTBUM YBEJIMYECHMS MOJIOYHBIX Xejle3, Y MajJbidKOB B
14 neT mpu oObeMe sinuek MeHble 4 M. HecemeitHy10 HU3KOPOCJIOCTh C 3a-
JepKKOI mybepTaTa TakKe Ha3bIBalOT KOHCTUTYHMOHAJILHOM 3a7epKKOi poc-
Ta U myOepraTa.

Takum oO6pa3zoM, HAHONATHYECKAS HM3KOPOCJIOCTb JETUTCS Ha:

1. CemeiiHyl0 HU3KOPOCJIOCTD:

e C 3aIepKXKOi mybepTaTa;

e 0e3 3ajepxkku nmybeprara.

2. Hecemeiiny0 HHU3KOPOCJIOCTD:

e C 3aJepKKOI ImydepraTa (KOHCTUTYMOHAIbHAS 3aepXKa pocTa 1 myoep-

Tara);

e 0e3 3amepxkKku mybeprara.

B xayecTBe OTIMUMTEILHOTO KPUTEPUsI MCIOIB3YIOT POCT poauTeneid. st

ATOr0 PacCYMTHIBAETCS LeJeBOM (reHeTUYeCKHii) pocT 1o popmynie TaHHepa:

P, vamaos = (PocT oTua + Poct Matepu + 13 cM)/2 £ 7 cwM;
HP s nesowex = (PocT ota + Poct marepu — 13 cm)/2 £ 7 cMm.

IIpu cemeiinoli opme MAMOIIATUYECKON HU3KOPOCIOCTH POCT pebeHKa
HU30K MO CPaBHEHUIO CO CPEIHMUM POCTOM B OOIIEH MOMYJISILIMU, HO B TO XK€
BpeMsl OCTaeTcs B Mpejaeaax lieJeBoro pocra s ceMbu. [1pu HeceMeitHOM
¢dopmMe pedbeHOK OTCTaeT MO POCTY KaK OT CPEOHMX IO HACEJIEHUIO JAaHHBIX,
TaK M OT MoKazaTesel LeJIeBOro pocTa.

JuarHo3 cemMeiiHOW HU3KOPOCIOCTH MOXKHO TMOCTaBUTH JaxKe MPU COOT-
BETCTBUM pOCTa pedeHKa IeJIeBOMY POCTY MPU HAJWUUU IPYTUX HU3KOPOC-
JIBIX POJACTBEHHUKOB (OAWH POAUTENb, 0a0yIIKU, AeayliKu). Huskopocbl-
MM B JAaHHOM CJIydae CYMTAIOTCSI MY>KUYMHBI pOCTOM MeHee 165 ¢M, KeHIIH-
HBI — MeHee 154 cwm.
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[uarHocTuka ngmonatny4eckom
HN3KOPOCNOCTU

HuarHo3 MauonaTUYeCKOM HU3KOPOCIOCTH CTaBUTCSI METOAOM MCKIIOYE-
Hus. Eciay ymaeTcs mocTaBUTh KaKON-TO KOHKPETHBIM AWAarHO3, TEPMHMH
«MAnoIaThyeckasi HU3KOpocJoCTb» 0ojiee He TTpUMEHSsIeTCS.

AJITOpUTM IUATHOCTUKU MIMOIATUYECKON HM3KOPOCIOCTH IpeaCcCTaBlIeH

Ha puc. 1.

AHamHe3

3BYP, XpoHU4eckme cucTemMHble 3a60oneBaHns
1 MOPOKM pasBUTUSA

AHTponomeTpus
(kpuBbIE pOCTa;
oLeHKa nponopuuin)

HepocTtaTo4HOCTb MUTaHUA
Cwungpom KylumHra
KocTHble aucnnasumn

KnuHnyeckumii ocmoTtp

CwuHgpomanbHasi HU3KOPOCNOCTb

PeHTreHorpadus kucten

KocTHbI BO3pacT

O6LWMIN aHann3 KPOBK U MOYMU
Broxummyeckuii aHanna Kposu

MaTonorna ne4eHun, no4ek, KpPosu,
HapyLueHus ochHOopHO-KanbLMeEBOro obmeHa

AHTUTENA
K 9HAOMU3MIO U rNagnHy

Llenvaknsa

Kapuotun

CuHgpowm LLepeluesckoro—TepHepa,
[ucreHe3nn roHag,

Cso6opHbii T, TTI

'vnotnpeos

CTuMynsaumoHHble npobbl Ha CTI

Hedovunt CTI

TecT Ha reHepaumio NDOP-1

CuHpgpom JlapoHa,
6uonornyeckn HeakTmeHbl CTI

eHeTnYeckune TecTbl

PucyHok 16.1. Anroputm AnMarHoCTUKI MAMONATUHECKON HU3KopocnocTu [7]. 3BYP — 3anep-
)XKa BHYTpUyTpo6HOro pa3sntus; MOP-1 — nHcynnHonofo6HbIR haktop pocta; CTI — coma-
TOTPOMNHbIA FOPMOH; TTI — TUPEOTPONHbIA FOPMOH; T, — TUPOKCUH.
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AHamHe3

OO0cenoBaHue J1I000ro pedbeHKa ¢ HM3KMM POCTOM BCeTda JOJDKHO Hadl-
HaThCsl ¢ THIATEJbHOro cOopa aHaMHe3a (aHaMHe3 XXM3HU, CeMeiHbIl aHa-
MHe3, aHaMHe3 3a00JieBaHusl).

ITpu cbope aHamHe3a HEOOXOAUMO YTOUYHUTh HAJTUYUE BHYTPUYTPOOHOI
3aJepKKH POCTa, XPOHUYECKMX CHCTEMHBIX 3200JI€BAHUI 1 IOPOKOB PA3BUTHS
OPraHOB JbIXaHUSsI, CEPIEUHO-COCYIMCTON CUCTEMBbI, KPOBM, ITE€UEHU, TTIOUEK,
XKKT, koTopble MOryT ObITh NPUYMHAMU HU3KOPOCIOCTH.

CeMeliHbIi aHaMHe3 HeoOxoauM JJis Kiaccudukauuu. O0s13aTeIbHO
CTPOUTCSI POJOCIOBHOE IPEeBO, YKa3bIBa€TCS HAIlMOHAJbHOCTb, HaJIUYHUe
OJIM3KOPOACTBEHHOTo Opaka. PocT ponuTesneii HeOOXOMUM MIJisI BBIYUCICHUS
11eJIEBOTO pOCTa.

Kpome Toro, olileHMBaeTCsI IPONOPLUUOHATBHOCTD TEIOCI0KEHUSI POIUTE-
JIeil (IS MCKIIIOYeHMST KOCTHBIX OUCILIA3MIA), a TakKe HMIIETCS ITOXOXKUIA
(eHoTMIT (HaAIlpUMeEp, XapaKTepHBIC YepThl Julia npu cuHapome Hynam).
st 3TOro MOXeT MOTpeOoBaThCsl U3yYeHMe ceMelHBIX (hoTorpaduii.

I[ToMmrMO 3TOTrO BEIICHSIIOTCSI BpeMsI Hauajia IyoepTara 1 JUHAMHUKa pocTa
y poauTeseil 1 pOICTBEHHUKOB (MeHapXe y >KEHIIWH, MOSIBJIEHE OBOJIOCE-
HUS, POCTOBOM CKAYOK, IMPOJIOHTMPOBAHHBINA POCT Y MYKUMH).

YacTo Ipy KOHCTHTYIMOHAJIbHOI 3aJepKKe pocTa Y poauTesieil (Kak mpa-
BWIO, Y MY>KUMH) HaOJII0JaeTCs aHAJIOTUYHBIA BapuaHT Pa3BUTUS: HU3KUI
pPOCT ¢ 2 JIeT 4yTh HMXe 3-TO MEPLEHTUISI Ha MPOTSLKEHUM BCEro IeTCTBa,
Oosiece mo3aHee (C 3amepxXKoih Ha 2—4 roga) Havajlo mybeprara U MO3OHUI
POCTOBOI CKaYOK C JOCTMKEHHEM HOPMaJIbHOTO KOHEYHOIO pOCTa.

AHTponomeTpusa

BaxxHBIM MOMEHTOM B IIpoliecce TMAarHOCTUKM SIBIISIETCSI CpaBHEHME pOoCTa
pebeHKa ¢ BO3paCTHBIMU HOPMaMM C BBIYMCIEHUEM aHTPOIIOMETPUYECKUX
napameTpoB (SDS pocta, ckopocTs pocTta, SDS ckopocTu pocTa) u 00s13a-
TEJIbHBIM IIOCTPOCHUEM KpPUBBIX pocTa. [IpumMeHeHMe I1epLeHTUIbHBIX
KPMBBIX HE TOJBbKO HEOOXOAMMO MpPY IMArHOCTUKE, HO OYE€Hb BaXKHO B
npolecce HabaoAeHUS (I8 BbIOOpa TAKTUKM BEICHUS) U JIeueHUs (s
OLIEHKM 3(POEKTUBHOCTHU Tepanny) TakKux nereil. I[leplieHTUIbHBIE HOpMa-
THBBI POCTa U Beca B 3aBMCHMMOCTH OT I10JIa U BO3pacTa MpeAcTaBIeHbI Ha
puc. 2—35.

SDS pocra

SDS (standard deviation score, K03 dULMEHT CTAaHAAPTHOTO OTKJIOHEHMST) —
WHTErPaJIbHbBIN TTOKa3aTe)lb, MPUMEHSIEMbIi 1JIsI OLIEHKM COOTBETCTBUS MHIM-
BUyaJIbHOTO pocTa pebeHKa pehepeHCHBIM ISl COOTBETCTBYIOILIEIO BO3pacTa
¥ 1oJ1a JaHHBIM. SDS pocTa moKa3bIBaeT, CKOJIbKO CTAHIAPTHBIX OTKIIOHEHUIA
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Ddursnyeckoe passuTe ManbymMKos OT
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COCTAaBJISIET Pa3HMIIA MEXKIY CPEIHUM apru(dMETHUYESCKIM U M3MEPEHHBIM 3Ha-
YEeHUEM.
Pacuer SDS npousBomutcs 1mo dpopmyie:

SDSpOCTa = (X - X)/SDa

IJe X — pocT pebeHKa; X — CpeaIHUI POCT ISl JAHHOTO XPOHOJIOTMYECKOTO
Bo3pacTa u 1osa; SD — craHgapTHOEe OTKJIOHEHME POCTa ISl JAHHOTO XPO-
HOJIOTMYECKOTO BO3pacTa M IoJa.

SDS = —2 cooTBeTcTBYeT 3-My IEpPLEHTUIIO;
SDS = 0 cooTBeTcTBYET 50-My NEpUECHTUIIO;

SDS = +2 cooTBeTcTBYeT 97-My NEPLIEHTUIIO.

CkopocTtb pocTa

AHaJIU3 CKOPOCTHU POCTa IMO3BOJISIET BHISIBUTH OTKJIOHEHHME OT KPUBOI pocTa
B paHHME CPOKM. /11 OLIEHKM CKOPOCTH pOCTa HEOOXOAMMO pacroJararb
JAHHBIMU KaK MUHUMYM JIBYX TOYHBIX U3MepeHui. 1T MUHUMU3aLun I10-
TPEIIHOCTe pacuyeToB MPeANoUYTUTEIbHEee, YTOObI MHTEPBAJI MEXIY U3Mepe-
HUSIMU COCTaBJISII He MeHee 6 Mec.

CKOpOCTb pocTa paccCUMThIBaeTCs Mo hopMmyJie:

Cxkopoctb pocta (cm/Tron) = (Poct, — Pocrt;)/
/(XpOHOJIOTMYECKU BO3pacT, — XPOHOJOTMYECKMIA BO3PacT;).

[Tpu HOpMaTbHOM WJIM HE3HAUMTEIbHO CHIDKEHHOM POCTE CKOPOCTh pOC-
Ta SIBJISIETCSI KJIIOUEBBIM ITOKa3aTeseM IMaToJIOrMYecKoro Ipoliecca.

B coBpeMeHHOI1 IIpakKTHKe BCE OCHOBHBIE IIOKa3aTelM, IMPUMEHSEMBbIS
JEeTCKMMU DHIOKPUHOJIOraMu (XpoHoJjormyeckuii Bodpact, SDS pocra,
SDS ckopocTu pocTa 1 MHOTHE IPYTHUE), pACCUUTHIBAIOTCS C TIOMOIIBIO CIIe-
L1AJbHBIX KOMITbIOTEPHBIX IporpaMM (Auxology, Growthanalyser).

Ckopoctb pocta 1 SDS ckopocTu pocTta Hanbosee MHOOPMATUBHBI Y Jie-
Teil JoImyoepTaTHOTrO Bo3pacrta. Y geteii ctapiie 10—11 et olleHKa JaHHBIX
roxasareJjieii MOXeT OBITh COIPSDKeHA CO 3HAUMTEIbHBIMU ITOTPELIHOCTSIMU
B CBSI3M C OBICTPOI IMHAMMKOI CKOPOCTH POCTa B 3TOM BO3pacTe M pa3Ind-
HBIMU CPOKaMU BCTYIUIEHUS B ITyOepTar.

MponopunoHanbHOCTL TENOCNOXKEHNS

OneHKa TPOMOPIMOHAIBLHOCTA TEJIOCIOXKEHUST TIPOBOIUTCI s mudde-
PEeHIIMAIBHON TMATHOCTUKM C Pa3IMIHBIMU (hOPMaMU CKEJIETHBIX OUCILIA-
3uii. C 1eJIbI0 BBISIBJICHUS CTEPTHIX, TPYAHO AUAarHOCTUPYEMBIX (DOPM ITOMM-
MO aHAMHECTMYECKMX M KIMHUYECKUX MIaHHBIX TpeOyeTcs IpOBeAcHUE
PEHTTEHOJIOTUYECKOM OUAarHOCTUKU, M3MEpPEHHE COOTHOIICHUSI «BEPXHUI
CerMEHT/HIKHUMI cerMeHT» (TabJ. 3), OKpYyXKHOCTU TOJOBbI, pa3Maxa pyK
(TIpu TIPOTIOPLIMOHAJIBHOM TEJIOCTIOXEHUH pa3MaxX PYK paBeH POCTY).
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Tabnuua 3. CpefiH1e COOTHOLLEHUS «BEPXHUIA CErMEHT/HMKHUI CErMeHT» [2]

Bospacr, CooTHomeHne Bospacr, CooTHolenne

roael Maabyuku JleBouku rol Maabyuku JleBouku
0,5—1,4 1,81 1,86 9,5—10,4 1,12 1,11
1,5—2,4 1,61 1,80 10,5—11,4 1,10 1,08
2,5-34 1,47 1,44 11,5—12,4 1,07 1,07
3,5—4.4 1,36 1,36 12,5—13,4 1,06 1,07
4,5—5,4 1,30 1,29 13,5—14,4 1,04 1,09
5,5—6,4 1,25 1,24 14,5—15,4 1,05 1,10
6,5—7,4 1,20 1,21 15,5—16,4 1,07 1,12
7,5—8,4 1,16 1,16 16,5—17,4 1,08 1,12
8,8—9.,4 1,13 1,14 17,5—18,4 1,09 1,12

Knunnyeckmii 0cMOTp BKJIIOYAET B ceOsl, IIOMUMO OOIIeTEPaIlieBTUYECKOTO
OCMOTpAa, OLICHKY (DeHOTHIIa, IIPOMOPLMI TeIa, MOJIOBOIO U IICUXOJIOTNYe-
CKOTO cTartyca.

[Tpu ocMoTpe pebeHKa MOTYT OBITh BHISIBICHBI (DEHOTUITMYECKUE MTPU3HA-
KU BPOXIEHHBIX CUHIPOMOB. M3MepeHue pocTa cuis ¢ OLICHKOM MpOITop-
LIMOHAJIBHOCTH HEOOXOOUMO IJISI UCKIIFOUEHMST CKEJIETHBIX AUCIUIa3uii (TH-
MMOXOHIPOILIa3usl, CIIOHAWIO3NMpU3apHAasa AUcCIIa3ust). [1pyn HamTu4um auc-
MPOIOPLUUU HEOOXOAUMBI CIIeLUAIbHbIC PEHTICHOJOTUYECKUE MUCCIIeIoBa-
HUSI, KOHCY/IbTALMSI TeHETUKA 1 CIICLMAJINCTa 110 KOCTHOM ITaTOJIOTUH.

O1uieHKa nosioBoro craryca (1o TaHHepy) MO3BOJISIET BBISIBUTh OTCTaBaHUE
B IOJIOBOM pa3BUTUM. 3alepKKa mybeprara IIpyu OTCTABAHUU B POCTE MOXET
OBITh KaK KOHCTUTYLIMOHAJIBHON (ITpY KOHCTUTYLIMOHAIBHOM 3amepKKe Po-
cTa M mybepraTa), TaK U MaTOJOTUYECKOU (IIPU TUITOTOHAAM3Me), TPeOyIo-
LIEK JOMOJHUTEIHHOTO 00CIeIOBaAHYSI.

[Tpu HenpaBWJIBHOM CTPOCHMU T€HUTAINIl Y MaJlbuiKa BO3MOXKHA JHCTe-
He3Msl TOHal, U TpebyeTcs ucciienoBaHue kapuoruria. [1pu nucreHe3usx Kak
Yy MaJbYMKOB, TaK M y JIeBOYECK HAOJIOJAETCSI OTCTaBaHUE B POCTE.

OuneHuBaeTcs colMaabHasl aganTauus pedeHKa (4epThl XapaKTepa, ycIie-
BaeMOCTh B ILIKOJIC, MHTEPECHI).

Jla6opaTopHas guarHocTuka

PexomeHnyemble 1abopaTopHble MCCAENOBaHUS MEpeYrcIeHbl B TabI. 4.

Kpome Toro, B mpoliecce JedeHUsT U3MEPSIOT YPOBEHD IJIIOKO3bI IIa3MBbl,
ypoBeHb HbA,, M OLIEHMBAIOT WMHCYJIMHOPE3UCTEHTHOCTh (IS KOHTPOJIS
YIJIEBOJHOTO OOMEHa).
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Tabnuua 4. JTabopatopHble UccnefoBaHns, HE06X0AMMbIE NPY UANONATUHECKON HU3KOPOCNOCTH

HccnenoBanne wiM nokasartelib

JInarnocTupyemblie 3a00J1eBaHus ¥ HAPYIIEHUST

OOmMit aHaJIM3 KPOBU
OO aHAJIM3 MOYU
VpoBHu xese3a, peppuTHHa B CHIBOPOTKE

YpoBHU 00111eT0 Kaibiusa u ¢ocdopa,
AKTUBHOCTb 1IEJIOYHOM (hocdarasbl

YPpOoBHU KpeaTMHHWHA, MOUEBUHBI B CHIBOPOTKE

AxTtuBHOCTh AIAT u AcAT, ypoBHU OUnmpy-
OuHa 1 oO1iero o6eaka

Hanuuue anTuTEeN K IMAOWHY, TPAHCTIIyTaMU-
Haze, ypoBeHb obmIero IgA

YposHu cBobonHoro Ty, TTT

AHeMnu, MHGEKIIMOHHBIE 3a00JIeBaHUS
[NaTonorus nmovyexk
AHeMuu, HapylIeHUsT TTUTaHUS

Hapymienust ochopHO-KaabIIeBOro ooMeHa

Xponnqecxaﬂ IIoyeyHasgd HEAOCTAaTOYHOCTh

[TaTomorust meueHu

Lenmmakust

['unotupeos

KapuotumiapoBanue. [1poBonnTcst BceM IeBOYKAM C OTCTaBaHUEM B POCTE,
MaJIbuMKaM C HEMPaBUWJIbHBIM CTPOCHMEM HapYKHBIX TeHUTAIWI W IIPU 10~
JIO3PEHUM Ha XPOMOCOMHBIE CHHAPOMBI.

CtumynsiymonHbie npo6bl Ha CTI

«30JI0TBIM cTaHAapTOM» g uckmoueHus nedpunura CTI Bo Bcem Mupe
SBJISIETCS TIPOBEAEHUE CTUMYISIUMOHHBIX MTpol (D).

ITpu runmoTrpeo3e HEOOXOMAMM IIPeABAPUTENIBHBIA KypC TUPEOUIHBIMU
nperapaTaMi B TedeHue 3—4 Hepenb. JleTsaM ¢ 3aaepKKoii ImydbepTaTa HE00-
XOIUM «MpaMUHI» (MpeaBapUTEIbHbI KypC TMOJOBBIX CTEPOUIOB) [IJIsI
nmutrupoBaHus cekpeuunu CTI B mepuon mybeprata U CHUXKEHUSI KOJUUYE-
CTBa JIOXKHOOTPUIIATEIbHBIX pe3yabTaTtoB (D).

CornacHo Poccuiickomy KoHceHcycy 2005 T., a Takke MEeXAyHaApOaHOMY
KOHCEHCYCY U HallMOHAJIbHBIM KOHCEHCYCaM pPa3HbIX CTpaH, HOPMaJIbHbIM
npu ctumynsioun cautaercs Beiopoc CTT Borme 10 Hr/mit. JlnarHo3 ToTalb-
Horo aedunmta CTT craBuTCS Mpu MMKOBOM BbIOpOCE MeHee 7 HI/MJI, 11a-
rao3 mapuuanbHoro gedunuta CTIT — mpm nmukoBoMm BeIOpOce OT 7 A0
10 ar/ma (D).

[Tpu HaMMYMKM HOPMAJBHOTO BBIOpOCA XOTSI ObI IPY OAHON M3 Mpob cTa-
BUTCSI AMarHo3 MAMOIIATUYECKON HU3KOPOCIOCTU. Eciau mMUKOBBII BHIOPOC
cocrapisieT 6onee 10 Hr/MII, HEOOXOOUMOCTH B IIPOBEACHUI BTOPOIl IIPOOKI
HeT — auarHo3 «aeduuut CTI» uckioyeH.

Tect Ha reHepauuio UDP-1

YpoBenb UDP-1 sBasercss BaXXHBIM MapaMeTpoOM IpU O00CIETOBAHUM JIIO-
0oro pedbeHka ¢ HU3KOpOcIocThio. OMHAKO OH 3aBUCUT OT BO3pacTa, Ioja,
MUTaHUS pedeHKa, THPEOUTHOTO CTaTyca, HAIMYUS TyOepTaTa, SHIAOKPUH-
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HBIX (CaxapHbI TMA0ET) U COMATUYECKUX (ITaTOJOTUS TTIEYEHU U MOYeK) 3a-
0oJieBaHUIA.

YpoBenb UDP-1 cHmkeH y 25—50% neteil ¢ MOMONMATUYECKOM HU3KO-
POCJIOCTBIO, YTO SIBJISIETCS MOKa3aHWEM K MpoBeaeHHUIo TecTta. HopMaibHBI
ypoBeHb UDP-1 ctaBut nuarHo3 geduuura CTI mon coMHeHUE, XOTS U He
nckimodaeT ero (D).

Hsmepenme ypoBHd MDPP-1 HE0OXOTMMO TaKKe B IIpOIIecce JICUSHUS TS
OLIEHKM TIPUBEPKEHHOCTU JieueHUIo 1 uyyBcTBUTeAbHOCTH K CTT', a Takxke
IUIST KOHTPOJIsSI 0e30IMacHOCTH Tepanuu. Hago oTMeTuTh, 4TO ISl IIPaBUIb-
HOIT MHTEePIIPETallMU Pe3yJIbTaTOB M3MepeHus1 ypoBHs MDP-1 HeobxoammMo
HCIIOJIb30BaTh BCE BpeMsI OHU U T€ e HOpMaTUBHbBIE CTaHAAPThI, KOTOPhIE
MOTYT CHJIBHO OTJIMYAThCSI B 3aBUCUMOCTH OT METOIUKM OIIPEHACICHMUSI.

Tect Ha renepauuio MPP-1 mpoBoauTcss TOABKO MPU CHMXKEHHOM
(< =2 SDS) yposae UDP-1, ecau npu 3toM BbiOpoc CTT mipu cTuMyasiin
Boiie 10 Hr/mi. Ilpu HopManbHOM MJIX TTOBBIIIEHHOM ypoBHe MDP-1 Tect
He mpoBoasT (D).

TecT mpoBopsT ¢ pacuetHoit go3oit npemnapata CTI' (ropmoHa pocra), co-
crapisiomein 0,033 Mr/kr/cyr; uamepsiercsl 0Oa3ajibHbIii ypoBeHb MDP-1
(uHorma takke ypoBHU MPP-cBa3biBatoiiero 6eiaka 3-ro Tuma v KUCIOT-
HO-JIAOMJIBHOM CYOCTaHIIMM) U CTUMYIMPOBAHHBIN TTocie 4—7 CyT BBefe-
HUs ropMoHa pocta. OTcyrcTBHe MoBHIIeHUs ypoBHSI MMDP-1 MeHee yeM
Ha 15 Hr/mi (umu MeHee 2 SD) roBopuT 0 BbIpa’k€HHOUM PE3UCTEHTHOCTH K
TOPMOHY pocTa U Hed(h(GEKTUBHOCTH JedeHus. sl onpeneaeHus: CTeneHn
YyBCTBUTEJILHOCTA K TOPMOHY POCTa BO3MOXHO TPOBEIECHWE TECTa C pas-
JUYHBIMM J103aMU TIpernapata (cM. puc. 6).

I[MomumMmo aToro Tect Ha reHepanuio MMOP-1 MOXHO IPUMEHSITD IS OLICH-
KW YYBCTBUTEIBHOCTU K Tepanuu. 3a MOJIOXUTEIbHBIN (+) pe3yabTaT Mpu-

| Tect ¢ 0,033 mr/kr/cyT pl'P |

— +
| Tecrt ¢ 0,05 mr/kr/cyT pI'P | | Tect ¢ 0,011 mr/kr/cyT pI'P
- + - +
Tsaxenas (ToTanbHas) CpegHss Cnabas 5
pes3ncTeHTHoCTb K pI'P pe3ncTeHTHOCTb K pI'P pPe3nCTeHTHOCTb K pI'P ”Onor””?cé_'?_r
(B T. 4. cuHgpom JlapoHa) (napumansHas) (napuwmanbHas) HEaKTNBHbLIN
Tepanusa pl'P ? ? Tepa plr'P
nms
BoamoxHa Tepanus pI'P,| |BoamoxHa Tepanus pl'P, !
HeahdeKTnBHA 0,033 Mmr/kr/cyT 0,05 Mr/kr/cyT 0,033 mr/kr/cyT

PucyHok 6. [TpoBeieHme TecTa Ha reHepauuto MOP-1 n nutepnpetauus pesynbtaros [7]. piP —
PEKOMOUHAHTHBIA rOpMOH pocTa (npenapart GTT).
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HSITO TTOBHIIIeHUE YpoBHSI MDP-1 Gosee yeM Ha 15 HT/MJ1 Ha 5-e CyTKM BBe-
JIeHUsI TOPMOHa pocTa.

PeHTreHorpacdusa kucren

OnpeneneHrue KOCTHOIO BOo3pacTa BaKHO KakK JJisd ITOCTAaHOBKM IMAarHosa,
TaK ¥ IJIs IIPOrHO3a KOHEYHOTro pocTa. [Ipy HapylIeHHsIX Ha YpOBHE POCTO-
BO#l IUIACTUHKM KOCTHM (KOCTHBIE AUCIUIA3MU, CUHAPOMAaJIbHAs IAaTOJIOTHS)
KOCTHBII BO3pacT IpaKTUYECKM HE OTCTaeT oT IacmopTHoro. Hamporus,
IIJISI BTOPUYHOTO Ae(UILIMTa POCTa, 0OCOOEHHO O0YCIOBIEHHOTIO Ae(PUIINTOM
CTrI, a Takke IS MAMOIIATUYECKON HU3KOPOCIOCTH XapaKTepHO 3HAYM-
TeJIbHOE OTCTaBaHME KOCTHOI'O BO3pacTa OT MacIiopTHoro (0ojiee 2 JeT).

KpoMe Toro, KOCTHBIN BO3pacT MO3BOJISICT OLEHUTh MMEIOIIUICSI y pe-
OcHKa POCTOBOI TOTEHIIMA, T. €. MpeAcKa3aTb KOHeUHbIN pocT. [lepueH-
TWJIb, HA KOTOPOM pPAacCIIOJIOXKEHbl JaHHbIE KOCTHOTO BO3pacTa, NMPUMEPHO
COBIAAACT C KOHEYHBIM POCTOM.

Bonee TouHO paccuMTaTh IMPOTHO3UPYEMbII KOHEYHBIII POCT MOXKHO ITO
tabauuam u dopmyinam Bayley—Pinneau (mo merony Greulich—Pyle) nnn
no metony Tanner—Whitehouse.

MPT ronosHOro mo3sra

Ho ctumyngumoHHbIX mpod Ha CTIT MPT romoBHOro Mo3ra mpOBOINTCS
TOJBKO B CJIydae MOoJ03peHUsT Ha 00beMHBIN Tiporiecc. [lociie moaTeepxie-
Hus nauarHosa gepuuuta CTI mo pesynbTaTaM OJHONM CTUMYISILIMOHHOM
npoObl BceM AeTSIM Heobxoaumo nposectu MPT, ynensisi ocoboe BHUMaHUE
runotajgamo-rurnoduszapHoit obaactu (D).

ITo maHHBIM MeXIyHapOAHOro KOHceHcyca, mposeaeHue MPT nipu nauvo-
MaTUYECKO HU3KOPOCIOCTH HEe ITOKAa3aHO, OMHAKO MBI BCE K€ CUMTAaeM O0sI-
3aTeJIbHBIM €r0 MPOBEIeHUE JTI0OOMY PEOEHKY C HM3KOPOCJIOCThIO 10 Havyaia
Teparuy TOpMOHOM pocTa (IJII UCKITIOUEHUST OOBEMHBIX 00pa30BaHUIA).

JleveHune nagmnonatmy4eckom
H3KOPOCIOCT

Moka3zaHma K CTUMYNUPYIOLLLEN POCT
Tepanum npenapartamvmm CTI

Jleuenne npemnapatamu CTT (peKOMOMHAHTHBIM TOPMOHOM POCTa) PEKO-
MEHJIOBAHO JETSIM, POCT KOTOPBIX HIKe —2,25 SDS (Huxe 1-ro mepueHTH-
Js1). OnTUMAaNIbHBII BO3pacT IJIs Hadajla Tepalliy — OT 5 JIeT A0 paHHEro
nyoepTara.
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[Tpu HauaBIIeMcs mmyGepTaTe BO3MOXKHO IIPMMEHEHNE aHaJlOrOB TOHAIO-
TPOIMH-PUIU3UHT-TOPMOHA (IUIsI TOPMOXEHMUS ITydepTaTa) B COUETaHUM C
tepanmeii mpenapatamu CTT.

CHIXeHHBIN (M1 HOpMaJbHbI) ypoBeHb MMDP-1 He sBisieTcs MoKasa-
HUeM (MU TIpoTUBOMNOKa3zaHueM) K tepanuu npenapatamu CTI npu nano-
MAaTUYECKON HU3KOPOCIOCTH.

Kpome Toro, mpu mpuHSITHU pellleHUsI O Hadajle Tepalluy HeoOXOIUMO
YUUTBIBATh MCUXOJIOTUYECKNE MOMEHThI. PeOeHKy, KOTOphIii He OeCIToKO-
WUTCS TI0 TIOBOAY CBOEro poOCTa, MPOBOAUTH TEPamui0 HE PEKOMEHIYET-
ca (D).

Hdoza npenapaTtoB CTI

[Ipenmonaraercs, 4To y OOJNBIIMHCTBA AETEl ¢ UIMONATUIECKOW HU3KOPOC-
JIOCTBIO CHMXKEHA 4yBCTBUTEIbHOCTH K cobctBeHHOMY CTI m ee mMoxHO
npeomgoneTb godamBieHneM 5K3oreHHoro CTI B 3aMeCTUTEIBHBIX mTO3axX
(TUTI0C YacTUYHO TIOJaBJIeHHas cOOCTBeHHasl crioHTaHHast cekpers CTT).

Pexomennyemast no3a s JIeUeHUsI MIMOIIaTUYE€CKO HU3KOPOCIOCTHU CO-
craBisieT 0,05 mr/kr/cyr (D). bonee Bpicokme mo3br (0,07 mr/kr/cyt u
BbILIE) TMTPUBOAAT K OBICTPOMY MPOTPECCUPOBAHUIO KOCTHOTO CO3PEBaHUS U
CBOIAT Ha HET 3((PEKTUBHOCTh TEPATTUU.

BDddexT ot neuenus npenaparamu CTT y mereit ¢ mamonarnaeckKoi HI3-
KopocaocTbio u nipu cuHapome Lllepemesckoro—TepHepa Wi BHYTPUYT-
POOHOI1 3aepKKe POCTa COMOCTABUM.

ITpubaBka K KOHEUHOMY POCTY COCTaBJISIET B CpeaAHEM 7—8 CM Mpu J103¢e
npenapara 0,05 mr/kr/cyt u 3—4 cM npu mo3se 0,033 mr/Kr/cyT.

Kputepum achchekTuBHoCcT™M Tepanum

Haunyummm kpurtepreM 3(Pp@EKTUBHOCTH TepalldM SIBJISICTCS M3MEHEHUE
SDS pocra. Kpome TOT0, OlieHMBaeTCs U3MEHEHNE CKOPOCTU pocTa (B caH-
tuMmeTpax/rog u SDS). AOCoMOTHYI0 MpuOaBKy pocTa (B CAaHTUMETPax) KaK
KpUTEepHII He YIMTHIBAIOT, TaK KaK OHA 3aBUCUT OT BO3pacTa.

Tepanuio cuurtaioT 3PHEKTUBHON TTPU:
e nm3meHeHnu SDS pocrta > 0,3—0,5 yepe3 ron Tepanum;
e YBEJMYECHUU CKOPOCTH PocTa Oojiee yeM Ha 3 cM/Tof;
e SDS ckopocTtu pocra > +1.

IL10x0ii POCTOBOI OTBET MOXET OBITH CJIEACTBUEM MO0 IIJIOXOM KOMILIA-
€HTHOCTH, MO0 HeuyBcTBUTeNbHOCTU K mpenapatam CTTI. Ilpu nmomo3spe-
HUM Ha pe3ucTeHTHOCTh K mnpemnapatam CTT criemyeT mpoBecTH TeCcT Ha re-
Hepaunio M®P-1 Ha poHe ormeHH Tepammu. [locie sToro pemiaercss Bo-
npoc 00 YBEIMYEHNU O3Bl WK O MpeKpalleHN! JeUeHMUSI.

[Tpu xopomeM pocTOBOM OTBETE JICUSHUE MMPOIOJIKACTCS B TOM XKe 103€.
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[narHocTnka v neveHne nanonaTm4eCckom HU3KOPOCIOCTU Y AeTen 1 NOAPOCTKOB

nponomKuTen bHOCTb TEpanum

Jleuenue npomoirkaeTcs, moka He OyAeT JOCTUTHYT POCT, OJIM3KMIl K KOHEY -
HOMY (3aKphITHE 30H POCTa), T. €. 10 CKOPOCTH pOCTa MeHee 2 CM/TOod U/Wiu
KOCTHOTO Bo3pacTa > 16 jier y MaabuukoB U > 14 jer y neBoyek (D).

Teparmio npenapatamMmu CTI" MOXHO MpeKpalarh MpU TOCTIDKEHUN «HOP-
MasibHOro» pocta (Beiie —1,5 SDS). JledeHre MOXHO MPEeKpaTUTh PaHBbIIIE,
€CIM peOEHOK WJIM €r0 POAUTENN YIOBJIETBOPEHBI JOCTUTHYTHIM POCTOM WJIU
He XeJIaroT IPOoAoJLKaTh Tepamnuio 1mo ApyruM npuarHam (D).

Bo3mo)xHble No60ouHble 3thdhexTbl

YacTtota mo6ouHbIX 3PdekToB TTpu Tepanmu Tpenapatamu CTI y mereit ¢
MAMONAaTUYECKON HU3KOPOCIOCThIO HE BhIlIE, YeM MpU Teparuu B clydae
JIPYTUX COCTOSIHUM. OIHAKO C y4€TOM BO3MOXKHOIO pUCKa HEOOXOAUM TIIa-
TeJIbHBII MOHUTOPUHT 0€30I1aCHOCTH TepaITuu.

ITapameTpbl, KOHTpoaupyeMmble Ha ¢oHe yedeHus npernapatamu CTT,
npuBeAeHBI B Ta0JI. 5.

Tabnuua 5. MoHUTOPUHT 3CPPEKTUBHOCTM 1 Be30nacHoCTH neveHns npenaparamu GTT [9]

ITapameTp Yacrora Knunnyeckoe 3HaueHue
JluHamMuKa pocTa: 1 paz B 6—12 mec OueHka 3((HEeKTUBHOCTH Te-
SDS pocra, usmeHenue SDS pocra, panuu

ckopocTh pocta (cM 1 SDS)

Poct cuas ¢ oueHkoil npornopiuo- 1 pa3 B 6—12 mec [MpodunakTuka ycuneHust
HAaJIbHOCTH TUCTIPOTIOPIIU I
Cranust nmyoeprara (1o TaHHepy) 1 pa3 B 6 Mec KoHTposab 3a HavyaioM U Te-

YeHHEeM IyGepTara

KnmHanyeckuit MOHUTOPUMHT: cKojimo3, [lpu Kaxmom Bu3UTe IMpodunakTuka KInHUYE-
rurneprpodust MUHIAINH, TaIuIIe- CKOI1 0e30MacHOCTH
neMa, HeKpo3 anudu3a roJoBKu Oem-

PEHHOW KOCTHU

PentreHorpacdust kucreii 1 pa3 B ron KOHTpOJIb TMHAMUKHU KOCT-
HOro BO3pacra

VYposeur UDP-1 1 pa3 B 6—12 mec O1eHKa TPUBEPKEHHOCTU
JIEYEHMIO, aIeKBATHOCTH J0-
3bl, 3G (HEKTUBHOCTH U 6€30-
MaCHOCTU Teparuu

YpoBeHb ITI0KO3bI TUIa3MbI, YpOBeHb | pa3 B 6 mec KoHTposb yrineBogHoro o6-
HbA |, MHCYIMHOPE3UCTEHTHOCTD MeHa

KoHcynbranust okynaucra 1 pa3 B ron [Mpusznaku nosbienuss BYJL
MPT rosioBHOro Mo3sra [Tpu nmogo3peHun Ha [MpodunakTrka omyxonei

00BbeMHOE 00pa3oBaHNe
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Penienne o TakTuKe BeJeHUsI peOeHKa ¢ MAMOMNATUYECKOU HU3KOPOCIIO-
CTbIO JTOJKHBI NMPUHUMATh COBMECTHO Bpauy-3HIOKPUHOJOT W POAUTENU.
I'maBHaAs menb Je4eHUsS — OOCTIDKEHHE HOPMaJIbHOTO KOHEYHOIO POCTAa.
HezaBucumo OT BHIOpaHHOI TaKTWMKMW OHA JOJDKHA MMETh YeTKUe 000CHO-
BaHMUSI.

Bpau 006s13aH aKTMBHO IpUBJIEKAaTh YJIEHOB CEMbU K OOCYXIEHUIO TaK-
TUKM BeAeHUsI pebeHKa, a TakxKe JaBaTh PEAIMCTUUYHYIO OLIEHKY OXUaae-
MBIX PE3YJbTAaTOB JIEUCHMSI, YIUThIBasl U3MEHUUMBOCTh KIMHUYECKOTO pe-
3yJbTaTa.

B xone Tepanuu HeoOX0aUM 00s13aT€IbHBII KOHTPOJIb C OLIEHKOU 3(pdek-
TUBHOCTU M 0€30MacHOCTH JieyeHus. JleueHre MOXET ObITh MpeKpalleHO
MpU TUIOXOM POCTOBOM 3 deKTe, PN JOCTIKEHUM TIPUEMIIEMOTO pOCTa
WIW MPU HeXeJaHUU MPOAO0JIKATh JEUUThCS.

AnbTepHaTUBHbIE MEeTOAbI NNeYeHMsA
MAMONAaTUYECKOMN HU3KOPOCIIOCTH

AHaboJmyecKkune cTepouabl (OKCAHIPOJIOH 1 TecTocTepoH). O0a 3T Tpernapara
HCIIOJIB3YIOT IIPU KOHCTUTYLIMOHAJIBbHOM 3aepKKe pocTa U IydepTara ¢ He-
3HAYMTEJbHO BbIpa’keHHBIM OTCTaBaHUeM B pocte (> —2,5 SDS) (D).

Llenb neyeHuss — yCKOpeHME TeMIIOB pOCTa U TOCTHXKEHME HOPMaJbHOTO
pocTa B mepuozae IEeTCTBa 3a CYET CTUMYJISILIMU TI0JIOBOTO co3peBaHus. Ko-
HEYHBIIA POCT IIPU 3TOM HE M3MEHSIETCS.

TecTocTepoH MPUMEHSIOT TOJIBKO Y MaJlbuMKOB cTapiie 14 jier ¢ pocToM
HIKe 3-To MepLeHTHIs, B Ipenyoeprarte min panHei cranun G2 no TanHe-
py, ¢ ba3aJbHBIM YPOBHEM TECTOCTEpOHA MeHee 3,5 HMOJb/1. Mcronab3yior
TecTocTepoHa 3HaHTaT 1Mo 50—200 Mr B/M KaXIblii MECSIII.

OKcaHAPOJIOH TIpUMEHSIeTCsl Yy JAeTeil Ooyiee MIIamIIero Bo3pacTa
(10—14 ner). Ero mpuaumalor BHYTpb 110 0,1 MI/Kr/cyT; IIUTEIBHOCTH
preMa COCTaBsIeT OT 3 Mec 10 4 JerT.
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Mpukas MnHucTepcTBa 3apaBooxpanHeHns PO ot 12.11.2012 Ne 908H «O6 yTBep>kaeHMM
nopsaaKa oka3aHa MeEQULIMHCKOM MOMOLLM MO NPOMUIIO «AeTCKad SHOOKPUHOMOrg»

MunucTepcTBo 3apaBooxpanenusi Poccuiickoit ®enepamun

IIpukas
ot 12 Hosaops 2012 r. Ne 908u

O0 yTBep:KaeHHN MOPSAKA OKA3AHUS MeIUIUHCKON MOMOIIH
1o npouI0 «IeTCKAsA SHIOKPHHOIOIHS»
(B pen. mpukaza MuHucTepcTBa 3ApaBooxpaHeHuss PD
ot 25.03.2014 Ne 132H)

B cootBetcTBUU co cratheit 37 PenepanbHoro 3aKoHa oT 21 HosiOps 2011 r. Ne 323-D3
«O0 ocHOBax oxpaHbl 310pOBbs TpaxknaH B Poccuiickoit Meneparun» (CobpaHue 3aKOHOIA-

tenbeTBa Poccuiickoit Menepanmu, 2011, Ne 48, ct. 6724; 2012, Ne 26, ct. 3442, 3446) npu-
Ka3bIBalo:

1. YTBepnuth npuiaraemblii [Topssmok okazaHuss MEAULIMHCKOM TTOMOIIM TT0 MPOMIITIO «IeT-
CKasl SHIOKPHHOJIOTHST».

2. I[1pu3HaTh yTpaTUBIIMM CUJIY NpHUKa3 MUHUCTEPCTBA 3APAaBOOXPAHEHUSI U COLIMAJIBLHOTO
pa3Butus Poccuiickoit @eneparuu ot 12 ampenss 2010 1. Ne 228H «O06 yTBepXaeHUU
IMopsinka oka3zaHWUs MEIMLIMHCKON TTOMOIIM JETIM TIpU 3a00JIeBaHMSIX SHIOKPUHHOM
cucTeMbl» (3apeructpupoBaH MuHHUCTepcTBOM focturimu  Poccuiickoit ®Denepamyu
12 mas 2010 r., peructparmoHHbit Ne 17182).

MuHuctp
B. U. CkBopiioBa
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Mpukas MnHucTepcTBa 3apaBooxpanHeHns PO ot 12.11.2012 Ne 908H «O6 yTBep>kaeHMM
nopsaaKa oka3aHa MeEQULIMHCKOM MOMOLLM MO NPOMUIIO «AeTCKad SHOOKPUHOMOrg»

Y1BepxiaeH

MpUKa3oM MUHMCTEPCTBA 3PaBOOXPAHEHMUSI
Poccuiickoit Penepanvin

ot 12 Hos16pst 2012 1. Ne 908H

Iopanok Oka3anusi MeTUIMHCKON MOMOINM MO MPOMUTIO «IeTCKAS SHIOKPUHOJIOTHSI»
(B pen. INpukaza MunucrepctBa 3apaBooxpaHeHusi Poccuu ot 25.03.2014 Ne 132H)

1. Hacrosimmit [Topsiiok ycTaHaBavMBaeT TpaBUja OKa3aHUsST MEIUIIMHCKOW TTOMOIIU JETSIM
10 TIPOIITIO «I€TCKasT SHAOKPUHOJIOTHS» (Iajee — AETH) B MEAULIMHCKUX OpraHU3allHsIX.

2. MenunuHcKasi TTOMOIIb ICTSIM OKa3bIBAaeTCsI B BUIIE:

NEePBUYHOU MEAUKO-CAHUTAPHOMU IMOMOIIIN;
CKOpOJ#i, B TOM YMCJIE CIEeLMATU3UPOBAHHOM, MEAULIMHCKON MTOMOILIN;
CITeLIMaTM3UPOBAHHOM, B TOM YHCJIe BHICOKOTEXHOJIOTMYHOMN, MEIUIIMHCKON TTOMOIIIH.

3. MeaumHcKasi TOMOIIb IETSIM MOXET OKa3bIBaThCsl B CIICAYIOIINX YCIOBUSIX:
aMOyJIaTOpHO (B YCIOBUSIX, HE MPEAyCMaTPUBAIOIINX KPYIJIOCYTOYHOE MEIUIIMHCKOE Ha-
OJIoIeHUE U JIeYeHUe);

B IHEBHOM CTallMOHape (B YCIOBUSIX, MPeAyCMaTPUBAIOIINX MEAUIIMHCKOE HAaOMI0IeHUE 1
JIeYeHUEe B JTHEBHOE BpeMsi, He TPeOYIOIIUX KPYTJIOCYTOUYHOIO MEAUIIMHCKOTO HAOII01eHUS
U JieyeHus);

CTallMOHApHO (B YCIOBUSX, 00CCIIEYMBAIOIINX KPYIIIOCYTOYHOE MEIMIIMHCKOE HaOIo/Ie-
HHUE U JICYCHUE).

4. [lepBUuHast MEIWKO-CaHUTApPHAsI TTOMOIIb IETSM BKJIIOYAeT B c€OST MEPONPUSATHS 10 MPO-
¢uakTrKe 3a00JeBaHU SHAOKPUHHOM CUCTEMBI Y JAeTel, JMarHOCTUKE, JICUEHUIO 3a00-
JIEBAaHUM U COCTOSTHUI, MEIMLIMHCKOM peadbuiauTanuu, opMrUpoBaHUIO 310pOBOro odpasa
KV3HU, CAHUTAPHO-TUTUEHNYECKOMY TTPOCBEIICHUIO NIETE.

5. [lepBUYHasT MeIMKO-CaHUTAPHASI TIOMOIIb ACTSIM BKJTIOYACT:

TEPBUYHYIO TIOBpAaueOHYI0 MEIMKO-CAaHUTAPHYIO MTOMOIIIb;

MEePBUYHYIO BpaueOHYI0 MEIMKO-CAaHUTAPHYIO MOMOIIIb;

MEePBUYHYIO CIELMATIM3UPOBAHHYIO MEIMKO-CAHUTAPHYIO TTOMOIIIb.

[MepBrUYyHas MeIMKO-CaHUTAPHAS TTOMOIIb IETSIM OKa3bIBaeTCsl B aMOYIaTOPHBIX YCIIOBUSX
U B YCJIIOBUSIX JTHEBHOTO CTallMOHAapa.

[MepBuuHas moBpayeOHass MEIUKO-CAaHUTApHAs TIOMOIIb IETIM B aMOYJATOPHBIX YCJIOBUSIX
OCYIIECTBIISIETCS] MEAUIIMHCKMMU PAOOTHUKAMM CO CPETHUM MEIUIIMHCKIM 00pa30BaHUEM.
[lepBuuHas BpaueOHass MEIMKO-CaHUTAPHAsI TTIOMOIIb JETSIM OCYILECTBIISIETCS BpauyoM-Tie-
NIMATPOM YYaCTKOBBIM, BPauOM OOIIEH MPaKTUKU (CEMEHBIM BPauoMm).

[MepBuyHas criennaaIu3nMpoBaHHAsT MEIUKO-CAHUTAPHAST ITOMOIIb JETSIM OCYIIEeCTBIISIETCS
BpauoM — JETCKUM SHIOKPUHOJIOTOM.

6. Ilpu Momo3peHU WIN BHISIBJICHUU Y AeTeil 3a00/1eBaHII 9HIOKPUHHOM CUCTEMBI Bpadu-
MeauaTpbl y9aCTKOBBIE, BpauM OOIIei MTPaKTUKK (CeMeiiHble BpauM) HAIIPaBISIOT IeTeil Ha
KOHCYJIbTallMI0 K Bpauyy — JIETCKOMY 3HAOKPUHOJOTY.

7. CKopasi, B TOM 4HCIie CKopasl CriellMaTu3upoBaHHasT, MEIUIIMHCKAsT ITOMOIIIb JIETSIM, Tpe-
OYIOIIMM CPOYHOTO MEIUIIMHCKOTO BMEIIATEeIbCTBA, OKa3bIBACTCS (DeIbAIIEPCKUMU BbIe3-
IHBIMU OpUTaTaMy CKOPOIl MEAMITMHCKOI ITOMOIIIN, BpaueOHBIMU BBIE3THBIMU OpUTagaMu
CKOPOI MEITUITMHCKON MOMOIIM B COOTBETCTBMU C TIPUKa30M MUHUCTEPCTBA 3ApaBOOXpa-
HEHUS U couranbHoro pa3sutust Poccuiickoit ®enepanum ot 1 Host6pst 2004 r. Ne 179 «O6
YTBEpKI€HUN TMOpsIAKa OKa3aHWsS CKOPOM MEAMIIMHCKOM TMOMOIIM» (3aperucTpupoBaH
MunucrepcTBoM 1octuiinn Poccniickoit @enepannu 23 Hosiopst 2004 1., perncrpalioH-
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10.

11.

12.

13.

Hblit Ne 6136) ¢ M3MeHEHUsIMU, BHECEHHBIMU MTpUKazaMu MUHUCTEPCTBA 3ApaBOOXpaHe-
HMS U colLMaibHOro pa3sutus Poccuiickoit @enepariuu ot 2 aBrycra 2010 r. Ne 586H (3a-
peructpupoBaH MuHucrepcTBoM foctuiinn Poccuiickoit @enepannu 30 aBrycra 2010 .,
peructpaonHsbiii Ne 18289), ot 15 maprta 2011 r. Ne 202H (3apeructpupoBaH MUHKCTE-
pctBoM toctuiun Poccuiickoit ®@enepanum 4 anpenst 2011 T., perucTpaiMOHHBIIM
Ne 20390) u ot 30 sauBapst 2012 r. Ne 65H (3aperucTpupoBaH MUHUCTEPCTBOM IOCTULIUU
Poccutickoit ®enepanuu 14 mapta 2012 1., peructpauronasiii No 23472).

. [1pu okazaHUM CKOPOI1 MEAUIIMHCKOI MOMOIIU B CIy4ae HEOOXOIUMOCTH OCYILIECTBIISIET-

csl MEAMLIMHCKAs 9BaKyallusi, KOTopasl BKJIIOUaeT B ce0sl CaHUTapHO-aBUALIMOHHYIO U ca-
HUTapHYIO 3BaKyaluio.

. CKOpaH, B TOM YMCJIE€ CKOpad CIICHMaJIN3NpOBaHHAasA, MEAULIMHCKAsA ITOMOIIb OKa3bIBaACT-

csl B 9KCTPEHHOU WJIM HEOTJIOXHOM (popMe BHE MEIUIIMHCKOW OpraHM3allliu, a TaKXKe B
aMOyJIaTOPHBIX U CTAllMOHAPHBIX YCIOBUSIX.

Bpuraga ckopoii MEAMLIMHCKON MOMOIIU JAOCTABISIET AETEi C YrPOXAIOIIUMU XU3HU CO-
CTOSIHUSIMU B MEIUIIMHCKME OpraHM3alldM, UMEIOLINe B CBOEH CTPYKType OTAeJIeHUE
aHeCTe3MOJIOrMM-pPeaHUMaLMy WK 6J10K (T1ajaTy) peaHUMaluyi U MHTEHCUBHOM Teparuu
1 obecrieunBaoIIre KPyrjioCyTOUHOe MEIUIIMHCKOe HaOMOeHUe U JIeUeHUe JIETeid.
[Mpy HaTUIMY MEANLIMHCKUX TTOKA3aHUM TOCJIe YCTPAaHEHUS YIPOXKAIOIINX XKU3HU COCTO-
SIHUI NIeTU TIePEeBOASTCS B JETCKOE SHIOKPUHOJOTUYECKOE OTIAeIeHUE (KOMKM) Memu-
LIMHCKOI OpraHuU3alMu ISl OKa3aHUs MEAULIMHCKOM MOMOIIIHN.

CrieuMaJu3upoBaHHasl, B TOM YHCJE BbBICOKOTEXHOJOTUYHASI, MEIMIIMHCKAs IOMOIIb
JIETIM B CTAllMOHAPHBIX YCJIOBUSX M YCJIOBUSX JHEBHOTO CTallMOHAapa OKa3bIBacTCS
BpayaMU — JETCKUMM SHIOKPWHOJIOTAaMU M BKJIIOYACT B ceOsl MPOMMIAKTUKY, TMaTHOC-
TUKY, JiedeHUe 3a00JieBaHUII U COCTOSHUIA, TPEOYIOIIMX WCITOJIb30BaHUS CIIeIHATb-
HBIX METOJIOB M CJIOXHBIX MEIUIIMHCKNX TEXHOJIOTHH, a TakKXKe MEAULIMHCKYIO peaduu-
Talulo.

OkazaHue CrelunaJIu3upoBaHHON, 3a MCKIIOYEHNEM BbICOKOTEXHOJIOIMYHOMN, MEIULINH-
CKOI TIOMOIIY OCYIICCTBISICTCS B (pelepalbHBIX TOCYIapCTBEHHBIX MEIUIIMHCKUX Opra-
HU3aIUsIX, HAXOASIINXCS B BeAeHUM MUHHUCTepCTBa 3npaBooxpaHeHust Poccuiickoit MDe-
Jepalyu, TIpu HEOOXOMUMOCTH YCTAHOBJIEHUST OKOHYATEIbHOTO IarHo3a B CBSI3M C He-
TUIMYHOCTBIO TeUeHUs 3a00J1eBaHMS, OTCYTCTBUU 3¢ deKTa OT MPOBOIUMON Tepanmuu 1
(MJ11) TTOBTOPHBIX KYyPCOB JICUEHUS MPU BePOSATHOU 3(PHEKTUBHOCTU IPYTUX METOIOB Jie-
YEHWSI, B CBSI3U C OCJIOKHEHHBIM TEUEHUEM OCHOBHOTO 3a00JIeBaHMS WJIM HAJIMYMEM CO-
ITyTCTBYIOIINX 3a00JIeBaHUI, HEOOXOIUMOCTH JO00CTEIOBAHUS B TUATHOCTUYECKH CIIOXK-
HBIX CITyJasiX, TPy HeOOXOAMMOCTH TTOBTOPHOM TOCTIUTAIN3AIUN IT0 PEKOMEHIAIUN yKa-
3aHHBIX (penepaybHbIX TOCYIaPCTBEHHBIX MEAUIIMHCKUX OpraHMU3alldii B COOTBETCTBUU C
IMopsinkom HampaBiaeHust rpaxiaaH Poccuiickoit Denepaunu B denepanbHble rocyaa-
PCTBEHHbIE YUPEXKICHMS, HAXOsIIMecs] B BeleHUM MMHUCTEPCTBA 3APaBOOXPAaHEHUST U
coumanbHOro passutus Poccuiickoit Menepanyn, Ijs OKa3aHUsS CeAaIu3MPOBaAaHHOMN
MEIULIMHCKON TTOMOIIN, TIPUBEACHHBIM B TIPWIOKEHUH K [TopsaKy opraHM3alny okasa-
HUS CIIeIMATN3UPOBAHHON MEIULIMHCKON TTOMOIIIM, YTBEPXKICHHOMY IpUKa3oM MUHUC-
TepCTBa 3IPaBOOXPAaHEHMS U COLMAIbLHOTO pa3Butus Poccuiickoit Denepauuu ot 16 am-
peast 2010 r. Ne 243Hu (3apeructpupoBaH MuHuCTEpCTBOM focTuiimn Poccuiickoit Pene-
pauuu 12 mast 2010 r., peructpaioHHblii Ne 17175), a Takke npu HaJIUYUM Y JeTeil Me-
IUIMHCKMX TOKAa3aHWil K JIYCHHIO B (belepajbHbIX TOCYIapCTBEHHBIX MEIMLIMHCKUX
OpraHM3alMsIX, OKAa3bIBAIOIINX CIECLIMATM3UPOBAHHYIO MEIMIIMHCKYIO TTOMOIb, B COOT-
BeTcTBMH ¢ [Topsimkom HarpaBlieHUSs TpakaaH OpraHaMM UCITOJTHUTEIbHOM BJIACTH CyOb-
ekToB Poccuiickoit @enepannu B chepe 3ApaBOOXpaHEHUS K MECTY JIeUCHUsI TIPU HaJIU-
YUY MEOWIIMHCKUX TMOKa3aHWi, YTBEPXKIECHHBIM MPUKa30M MUHMCTEpPCTBA 3ApaBOOXpa-
HEHUS U coLlManbHOTO pa3Butus Poccuiickoit @enepanum ot 5 oktsa6ps 2005 r. Ne 617

429



Mpukas MnHucTepcTBa 3apaBooxpanHeHns PO ot 12.11.2012 Ne 908H «O6 yTBep>kaeHMM
nopsaaKa oka3aHa MeEQULIMHCKOM MOMOLLM MO NPOMUIIO «AeTCKad SHOOKPUHOMOrg»

14.

15.

16.

17.

(zapeructpupoBaH MuHuctepctBoM toctuumu Poccuiickoit @enepauuu 27 okTa0pst
2005 r., peructpaiimoHHbIii Ne 7115).

Ilpy Hanuuum y neteit MEIMUMHCKUX MOKa3aHUN K OKa3aHUIO BbICOKOTEXHOJOTMYHOM
MEIMITMHCKOM TTOMOIIM HampaBieHue B MEIUIIMHCKYIO OpPTraHM3alnio, OKa3bIBAIOIIYIO
BBICOKOTEXHOJIOTMYHYIO MEMUIIMHCKYIO TTOMOIIb, OCYIIIECTBIISIETCSI B COOTBETCTBUU C [10-
psAIKOM HarpaBieHus rpaxknaH Poccuiickoii Denepaiiniu 11t OKa3aHUsT BBICOKOTEXHOJIO-
TMYHOU MEIUIIMHCKOI MOMOIIHU 32 CYEeT OIOMKETHBIX ACCUTHOBAHUM, TTPEAYCMOTPEHHBIX
B (enepanbHoM Or0mKeTe MUHUCTEPCTBY 3APaBOOXPAHEHUS] M COLMATBHOTO Pa3BUTUS
Poccuiickoii @enepatiyiu, myTeM NpUMEHEHUS CIIeHUATN3UPOBAHHON MH(MOPMAIIMOHHOMN
CHCTEMBI, YTBEPXKIEHHBIM MPHUKa3oM MMUHUCTEPCTBA 30PaBOOXPAHEHUSI U COLUATBHOTO
passutus Poccuiickoit @enepanmu ot 28 nexadpst 2011 roga Ne 16891 (3apeructpupoBaH
MunucrepcTBoM toctuniun Poccuiickoii Penepannu 8 despainsg 2012 1., perucTpaloH-
Hblii No 23164).

[lpu HaMMYMM MEAVIIMHCKUX MOKa3aHU JieueHUe OeTeil MPOBOAUTCS C MPUBJICUYECHUEM
Bpayeii-CelMaJiCTOB MO CIELUaTbHOCTSIM, MpeaycMoTpeHHbIM HoMmeHknartypoit cre-
LIMAJTLHOCTE! CITEMATUCTOB C BBICIIUM M TIOCJICBY30BCKUM MEIULIMHCKUM U (hapMarieB-
TUYecKUM obpa3oBaHMeM B cdepe 3apaBooxpaHeHust Poccuiickoit Demeparnuu, yTBep-
KIEHHOW TIprKa3oM MWHHMCTEPCTBA 3APAaBOOXPAHEHUs U COLMATBLHOTO pa3Butusi Poc-
cuiickoit @eneparuu ot 23 anpens 2009 r. Ne 210u (3apeructprpoBaH MUHUCTEPCTBOM
foctutiiu Poccuiickoit Peneparuu 5 uionst 2009 r., peructpaunoHHbiii N 14032) ¢ us-
MEHEHMSIMU, BHECEHHBIMU TIPUKa30M MUHKMCTEpCTBA 3IPaBOOXPAHEHUST Y COIUATBHOTO
pasButusi Poccuiickoit @eneparuu ot 9 despans 2011 1. Noe 94 (3aperucTprupoBaH
MunucrepcrBoM toctuiun Poccuiickoit @enepannu 16 mapra 2011 1., perucrpanmnoH-
Heiii No 20144).

[1naHoBast 3HAOKPUHOTIOTMYECKAS] MEAUIIMHCKAS TIOMOILb JeTSIM OKa3bIBaeTCsl MPU MPO-
BEACHUU MPOMUIAKTUYECKUX MEPONPUITUI, NMPU 3a00J€BAaHUSIX U COCTOSTHUSIX, HE CO-
MPOBOXKIAIOIINXCST YITPO30H XKU3HU IETSIM, He TPEOYIONIMX dKCTPEHHON M HEOTJIOXKHOM
TIOMOIIINA, OTCPOUYKA OKa3aHUsI KOTOPOU Ha OIpeesieHHOe BpeMsl He TIOBJIEUET 3a cOO0i
VXYIIIeHWe COCTOSTHUS NIeTeld, yrpo3y MX XKU3HU U 3IM0POBBIO.

MenuiHcKe OpraHM3alMy, OKa3bIBAIOIIME MOMOIIb AETSIM TIPU 3a00IeBaAHUSX IHIO-
KPUHHON CUCTEMBI, OCYIIECTBISIIOT CBOIO JESITEIbHOCTb B COOTBETCTBUU C TIPUIIOXKEHUSI-
mu Ne 1—9 x HactosieMy [lopsiaky.

18. st oOyueHus JeTeil, cTpajalolinX caxapHbIM JMA0ETOM, U MX POAUTENIei (3aKOHHBIX

19.
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[Mpunoxenue Ne 1

K [lopsinky okazaHUsI MEAULIMHCKOM

MOMOIIY MO MPOPUIIO «IeTcKast
9HIOKPUHOJIOTUSI», YTBEPKIEHHOMY MPUKA30M
MuHucTepcTBa 31paBOOXpaHEHUS
Poccuiickoit @enepannu

ot 12 Hos6pst 2012 r. Ne 908u

l'[paBmIa OpPraHu3alun aedaTeJIbHOCTH KaOuHeTa Bpaya — JE€TCKOro 3HAOKPHHOJIOra

. Hacrosmue [lpaBuia ycTaHaBIMBAaIOT MOPSIIOK OPraHU3allUM NESTEIbHOCTU KaOuWHeTa
Bpaya — JETCKOTr0 SHIOKPUHOJIOTA, KOTOPBI SIBISETCSI CTPYKTYPHBIM IOApa3ieieHUueM
MEIMIIMHCKOI OpraHu3aluu.

. KabuHer Bpaua — nmerckoro sHaokpuHoJjora (najee — KaOGuHeT) co3maeTcst s ocylie-

CTBJICHUSI KOHCYJTbTATUBHOM, TMATHOCTUIECKON U JIeYeOHOM TTIOMOIITH IETSIM TI0 TTPOGUITIO

«IIeTCKast SHIOKPUHOJIOTUST» (ajiee — MEeTH).

. Ha momxHocTh Bpaua — metckoro sHpokpuHosiora KabuHera Ha3HavyaeTcsl CIeLMAIUCT,

COOTBETCTBYIOIIMII TpeOOBaHUSIM, MpeabsBiseMbiM KBaln(puKalMOHHBIMU TPeOOBaHUSI-

MU K CHEIMaJMCTaM C BBICIIMM U MOCJIEBY30BCKUM MEIULIMHCKUM U (hapMaleBTUYECKUM

obpaszoBaHueM B cdepe 3IpaBOOXpPaHEHUS, YTBEPXKICHHBIMU MPUKa3oM MuHMCTEpCTBa

3MpaBOOXpaHEHUS U colraibHOTO pa3BuTusi Poccuiickoit @eneparuu ot 7 urons 2009 r.

Ne 4151 (3apeructpupoBad MuHuctepcTBoM toctuiuu Poccutickoit @eneparum 9 mions

2009 r., peructpauroHHbiit Ne 14292) ¢ uamMeHeHUsIMM, BHECEHHBIMU TIpUKa3oM MuHuc-

TEpCTBa 3APAaBOOXPAHEHUS] U colMalibHOrO pa3Butusi Poccuiickoit @enepanuu ot 26 ne-

kabpst 2011 r. No 1644H (3apeructpupoBaH MMHHUCTEPCTBOM IOCTULIMM Poccuiickoit

Denepann 18 ampens 2012 1., peructpauuoHHbiii Ne 23879), mo crelMaJbHOCTH

«IIeTCKasT SHIOKPUHOJIOTUSI».

. lITtatHas yncnenHocts KabuHeTta ycTaHaBIUBAETCSl PYKOBOIUTEIEM MEIUIIMHCKOM opra-
HU3aLMN UCXOIs U3 00beMa IPOBOAMMOIN JIe4eOHO-IMarHOCTUYECKOM pabOThl U YUCIICH-
HOCTH JieTeil Ha 00CaYXMBAEMOI TEPPUTOPUU C YYETOM PEKOMEHYEMbIX IITaTHBIX HOpMa-
THUBOB, TIPEIYCMOTPEHHBIX MTprtoxkeHrueM Ne 2 Kk TTopsinky okazaHUsI MEIUIIMHCKOM ITOMO-
1Y TI0 TIPOUITIO «I€TCKasi YHIOKPUHOJIOTHSI», YTBEPXKICHHOMY HACTOSIIIIUM TIPUKA30M.
OcHamenne KabuHeTa ocyIecTBasieTCsI B COOTBETCTBUU CO CTaHAApTOM ocHameHus Ka-
OuHeTa, mpemycMOTpeHHbIM mpuioxeHueM Ne 3 k [lopsinky okazaHus MeIUIIMHCKON
MOMOIIM TI0O MPOdUII0 «IeTCKash 3SHAOKPUHOJOTHUS», YTBEPXKIAEHHOMY HACTOSILIUM
MPUKa30M.

. KabuHert ocyiectsisieT cieayomue GyHKINU:

OKa3aHWe KOHCYTbTaTUBHOUN, MMarHOCTUIECKOUN U JIeYeOHOW TTOMOIIHU NIETSIM;

MPY HATMIUY MEAWIIMHCKUX TMOKa3aHUI — HaTpaBieHue AeTell B MeIUIIMHCKIE OpTaHuU-
3alUu ISl TPOBENeHUs] KOHCYIbTAallUii BpadyaMU-CIIEHUATUCTAMU IO CIIELUATIBbHOCTSIM,
MPeTyCMOTPEHHBIM HOMEHKJIATYpOil CrielIMaIbHOCTEH CIEeMaliCTOB C BBICLIIUM U MOCe-
BY30BCKUM MEIULIMHCKUM U (hapMalleBTUYECKUM 00pa3oBaHMeM B cdepe 30paBooXpaHe-
Hust Poccuiickoit Denepamu, yTBepKIeHHOW MPprUKa3oM MUHHUCTEPCTBA 3MpaBOOXpaHe-
HUS ¥ colmaibHoTo pa3sutust Poccuiickoit denepanum ot 23 ampens 2009 r. Ne 210H;
NACTIaHCEPHOE HAOMIONeHUE JeTell;

MPOBeeHNE CAHUTAPHO-TIPOCBETUTEHLHOI PAOOTHI Cpeau AeTell U UX pOonuTeNeit (3aKoH-
HBIX TIPEACTaBUTEJIEIT) 1O BOpocaM MPoGUIaKTUKK 3a001eBaHUIT SHTOKPUHHON CUCTEMBbI
y aeteil 1 (hOpMUPOBAHUIO 3A0POBOT0 00pa3a KU3HMU;
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Mpyu HAJTMYUU MEIULIMHCKUX MOKa3aHU — HarpaBjieHUe AeTel 115l OKa3aHUsl MeIULIMH-
CKOI MTOMOILM B CTALIMOHAPHBIX YCIOBUSIX;
yyacTue B TMIPOBEIEHMM aHaau3a OCHOBHBIX MEIUKO-CTaTUCTUYECKUX [OoKa3aTesei
3a00JIeBa€MOCTU, MHBAJIMIHOCTU U CMEPTHOCTU Y JETEI;
BEICHME YYETHOU M OTYETHOW JTOKYMEHTALlMW W MPEACTABICHNE OTYETOB O NEATEIbHOCTH
Kabunera.

6. B crpykrype KabuHeTra peKOMEHIYETCsI IIpeIyCMaTPpUBAaTh:
MOMEIIEHUE ISl MpUeMa JIEeTE;
MOMeIleHUE ISl BBIMOJHEHUs AMArHOCTUUYECKUX MCCIeI0BaHUM, BXOASIIUMX B (DYyHKIIMU
Kabunera.

7. KabuHeT 151 o0ecriedeHusi CBOei IesITeIbHOCTU UCITOJIb3YET BO3MOXHOCTU BCEX JIeUeOHO-
JNIMAaTHOCTUYECKMX U BCIIOMOTATEIbHBIX TOAPA3ACICHUN MEIULIMHCKON OpraHu3aivu, B
CcOCTaBe KOTOpPOI OH CO3aH.

[Mpunoxenne Ne 2

k [lopsinky okazaHUsI MEAUIIMHCKOM

MOMOIIY MO MPOPUITIO «IeTcKast
SHIOKPUHOJIOTHSI», YTBEPKIAEHHOMY MTPUKa30M
MuHucTepcTBa 3paBOOXpaHEHUS
Poccuiickoit @eneparuu

ot 12 Hos6pst 2012 1. Ne 908H

PeKOMe]-l[lyeMble HITATHbIC HOPMATHUBLI KaOHHeTa Bpaya — JAE€TCKOro SHAOKPHUHOJIOra

Ne n/m HaumeHOBaHMe JOJKHOCTU KonnuecTBo 1ITATHBIX €AVMHULL
1 Bpau — geTckuii SHIOKPUHOIOT 1 Ha 12 000 mereit
2 MenuunHckas cectpa 1 Ha | WTaTHyIO eNMHUILYy Bpaya —
JIETCKOTO 3HIOKPUHOJIOTA
3 CaHurap 1 Ha 3 kabuHeTa
[Mpumevanus:

1. PexomeHmyeMble ITaTHbIE HOPMATUBBI KaOWMHETa Bpaua — IETCKOTO HIOKPUHOJIOTa He
PaCTpOCTPAHSIIOTCS HA MEAMIIMHCKUE OPraHU3alliy YaCTHOM CUCTEMBI 3[PABOOXPAHEHUSI.

2. J1nst pallOHOB C HU3KOW MIOTHOCTBIO HACEJCHUSI U OTPAHUUYEHHO TPAHCIIOPTHOM JTOCTYII-
HOCTBIO MEIMIIMHCKMX OpPraHW3alliii KOJMYECTBO INTATHBIX €AMHMII KaOMHeTa Bpaya —
NIETCKOTO 3HJOKPUHOJIOTA YCTAHABIUBACTCS MCXOMAS U3 MEHbBILIEH YUCIEHHOCTHU JETeil.

3. I opraHM3alvii U TEpPUTOPUIA, MOmIeXamux obcaykuBaHuio PenepaabHbIM MEIu-
KO-OMOJIOTMYECKNM areHTCTBOM, COIJIACHO pacmopstkeHuto [IpaButenbctBa Poccuiickoit
®Denepannn ot 21 asrycra 2006 . No 1156-p (CobpaHue 3aKkoHomaTe bcTBa Poccuiickoit
Denepanuu, 2006, Ne 35, cr. 3774; Ne 49, c1. 5267; Ne 52, ct. 5614; 2008, Ne 11, ct. 1060;
2009, Ne 14, cr. 1727; 2010, Ne 3, c1. 336; Ne 18, ct. 2271; 2011, Ne 16, ct. 2303; Ne 21,
ct. 3004; Ne 47, cr. 6699; No 51, ct. 7526; 2012, Ne 19, c1. 2410) KOJIMYECTBO IITATHBIX
eIMHUIl Bpaya — JIETCKOTO JHIOKPWHOJIOTA YCTAHABIMBAETCSl BHE 3aBUCHUMOCTH OT
YUCJIEHHOCTU TIPUKPETUIEHHOTO IETCKOTO HaceJeHUs.
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[Mpunoxenune Ne 3

K [lopsinky okazaHUsI MEAULIMHCKOM

MOMOIIY MO MPOPUIIO «IeTcKast
9HIOKPUHOJIOTUSI», YTBEPKIEHHOMY MPUKA30M
MuHucTepcTBa 31paBOOXpaHEHMS
Poccuiickoit @enepannu

ot 12 Hos6pst 2012 r. Ne 908u

CTaHﬂapT OCHAIIEHNSI KAaOUHeTa Bpaya — AETCKOro 3HAOKPHUHOJIOra

Ne n/m HaumeHoBaHue oGopynoBaHust (OCHAILEHUS)

Konunuectso, 1mirT.

O 00 N N L bW

— e e
(O S S =)

16
17
18
19

20

21

22
23

24
25

26

Cron pabounii

Kpecno pabouee

Cryn

Kymerka

Poctomep

HacronbHas namna

CaHTUMeTpoBasl JIeHTa

upma

[MenenanbHbIi cTON

Ixad w1 XxpaHeHUsT MEAULIMHCKUX JTOKYMEHTOB
IlIkad s xpaHeHUs JIEKAPCTBEHHBIX CPEICTB
bakTepuumaHbIii 00JIydyaTesib BO3AyXa PeLIMPKYJISITOPHOTO TUIA
Becwl anekTpoHHbIe 1is Aeteit 10 1 roga

Becwr

ToHoMmeTp 1151 U3MEPEeHHUsI apTepUaTbHOIO AABACHUSI ¢ MaHXKETOM
JUIs1 1eTe 1o roaa

CreTo(hOHEHIOCKOIT
TlepcoHabHBINT KOMIIBIOTEP C TIPUHTEPOM, BBIXOAOM B MHTEepHET
IIxad AByXCEKIIMOHHBINM TSI ONEXKIbI

Hesponoruueckuii Habop TSI TUAaTHOCTUKU JTMA0ETUISCKON
Heliporatuu (MoHodwIamMeHT 10 T, rpamyupoBaHHBIN KaMEepPTOH,
HEBPOJIOTUYECKUI MOJIOTOYEK)

[mokomeTp

Tecr-nonocku K TJIIOKOMETPY

OpxugoMeTp

TecT-mmonmocku mst OIIPEACTICHNA KETOHOB KPOBU N KETOHOBBLIX
TEJI B MOYE

Kamnurmep

EMkocTb st 1e3uHGeKIMU MTHCTPYMEHTApUsT U PACXOIHbBIX
MarepuaioB

EMmKocTh 1151 c6opa OBITOBBIX M MEAUIIMHCKUX OTXOIOB

2
2
2
1
1
2

— e ek e e e

1

W3 pacuera 15 Ha
1 pabouuit neHb

1

W3 pacuera 2 Ha
1 pabouuii neHb

1

ITo TpebGoBaHuIO
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Mpukas MnHucTepcTBa 3apaBooxpanHeHns PO ot 12.11.2012 Ne 908H «O6 yTBep>kaeHMM
nopsaaKa oka3aHa MeEQULIMHCKOM MOMOLLM MO NPOMUIIO «AeTCKad SHOOKPUHOMOrg»

[Mpunoxenune Ne 4
K ITopsinky okazaHMsI MEIUIMHCKO
MOMOIIY MO MPOPUIIO «IeTcKast

SHIOKPUHOJIOTHSI», YTBEPKICHHOMY TTPUKa30M

MuHucTepcTBa 31paBOOXpaHEHMS
Poccuiickoit @enepanin
ot 12 Hos6pst 2012 r. Ne 908u

IIpaBuna opraHu3anuy JesTEJbHOCTH E€TCKOrO HAOKPUHOJIOTHYECKOTO OTIe/IeHHs
(B pen. [Npukaza MunucrepcTBa 3npaBooxpaHeHuss Poccun ot 25.03.2014 Ne 132mH)

1. Hacrosiiuue I1paBuia ycraHaBIMBAIOT MOPSIAOK OpraHM3aluu AesTeIbHOCTH JETCKOTO DH-
JIOKPUHOJIOTUYECKOTO OTAEJICHUSI B OpPraHM3alusiX, OKa3blBAIOILIMX MEIULUHCKYIO IO-
MOIIIb JIEeTSIM 1O MPOMUITIO «IeTCKask SHIOKPUHOJIOTHS» (ajiee COOTBETCTBEHHO — IETH,
MEIWITMHCKAsl OPTaHU3aIs).

2. JleTcKoe 3HIOKPUHOJOTHYECKOe oTaesieHne (mamee — OtTaeneHue) co3maeTcss B BUJE
CTPYKTYPHOTO MOApa3ie/JeHUsI MEAUIIMHCKOM OpraHM3allui, UMEIOIIEH OTAeIeHNe aHeC-
Te3uosiornu-peanumarnvu (1. 2 B pen. [Ipukaza MuHucTepcTBa 3apaBooxpaHeHus Poccun
ot 25.03.2014 Ne 132H).

3. OTneneHuve BO3IJIABISIET 3aBEMyIONINIA, Ha3HAYaeMblil Ha JIOJDKHOCTh M OCBOOOXKIAeMbIii OT
JIOJDKHOCTA PYKOBOAMTENIEM MEIMIIMHCKOM OpraHM3allii, B COCTaBe KOTOPOW CO3TaHO
OtneneHue.
Ha nomxnHoctu 3aBenyroiiero OTaeleHUEM U Bpaya — JETCKOTO dHAOKpuHosora OTaene-
HUSI Ha3HAYaloTCsl CIIEUaTMCThl, COOTBETCTBYIOIIME TPeOOBAHUSIM, IpeabsBaseMbiM KBa-
JIMGUKAITMOHHBIMU TPEOOBAHUSIMU K CIICIIMATIMCTAM C BBICIIUM U MTOCIEBY30BCKUM MEIH-
LIMHCKUM ¥ (hapMalieBTMUECKM 00pa3oBaHMeM B cdepe 3IpaBOOXpaHEeHUS, YTBEPKICH-
HBIMM TpUKa3oM MMUHUCTEPCTBA 3IpaBOOXPAHEHUS M COLMAIBHOTO  Pa3BUTHS
Poccutickoit @enepauuu ot 7 umions 2009 r. Ne 415H, MO CHEUMATBHOCTU «IETCKAst
SHIOKPUHOJIOTUST».

4. lltatHast yncieHHOCTb OTACNEHMS ONpenesIsaeTcs: UCXOAsl U3 o0beMa IMPOBOAMMOIL JIeued-
HO-IMarHOCTUYECKOM paboThl 1 KOSYHON MOIIIHOCTHU C YIETOM PEKOMEHIYeMBIX ITaTHBIX
HOPMAaTHUBOB, MPeTyCMOTPEHHBIX TIpriiockeHreM Ne 5 x [TopsinKy okazaHUst MeTUIIMHCKON
IIOMOIINM TI0 TPODWIID «IETCKass HSHIOKPUHOJIOTHUS», YTBEPKIECHHOMY HACTOSIIUM
MPUKAa30M.

5. OcHamenue OTaeneHus] OCYIIECTBISIETCSI B COOTBETCTBUMM CO CTAHAAPTOM OCHAILEHUS
OtneneHus, MPerycCMOTPEeHHBIM TputoxeHrneM Ne 6 kK [lopsiaKy oka3aHHMsT MEIMITUMHCKOM
MOMOIIM TI0 MPODWIIO «IeTCKasg SHIOKPUHOJIOTHS», YTBEPKICHHOMY HACTOSIIUM
TIPUKA30M.

6. B crpykrype OtmeeHus peKOMEHIYETCsI IIPeIyCMaTPUBATh:
TpOLIE/lypHYIO;
abzan uckimoueH (IMpukaz MuHuctepcTBa 3apaBooxpaHeHusi Poccum ot 25.03.2014
Ne 132hH);
ITHEBHOM CTAaIlMOHAp, BKIIIOYAIONIMI TIOMEIIeHUe [UTSI TIprUeMa JeTeid, MmajiaThl I pa3Me-
LIEHUST AeTeH, TOMEIICHUE TSI MEIUITMHCKUX pAOOTHUKOB, CAHUTAPHYIO KOMHATY, TyaJIeT
IIJIST MEIUIIMHCKUX paOOTHUKOB, TyaJleT JJIs AeTell M UX pOIUTEesIeii, KOMHATY JJIsI OTObIXa
pOIUTETIEN.

7. B OtneneHun peKoMeHIyeTcsl MpeaycMaTpuBaTh:
rmajathbl Ui JAeTeil, B TOM YUCJIe OJHOMECTHBIE;
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MOMeIIleHUe JIJIsT Bpayveit;
KOMHATy /I MEIULIMHCKUX PAaOOTHUKOB CO CPEIHMM MEIMIIMHCKUM O0Opa3oBaHUEM;
KaOMHET 3aBeAYIOILEro;
KaOWHEeT CTapIleil MeIMITMHCKOM CECTPHI,
KOMHATYy ISl XpaHeHUsI MEIULIMHCKOTO 000pYA0BaHUSs;
ITOMEIIIEHUE CECTPhI-XO3STKM;
OydeTHYIO 1 pa3naTovyHyIo;
CTOJIOBYIO;
MoMelleHue 1Sl cOopa IPsSI3HOTO OeJibsl;
IYIIEBYIO W TyaJIeT Ul MEAMIIMHCKUX paOOTHUKOB;
IyIIEBBIC W TyaJIeThl IS JETCit;
CaHUTApHYIO KOMHATY;
WUTPOBYIO KOMHATY;
y4eOHBIN Kiacc;
KOMHATy JJIs1 OTIbIXa POAUTENEN.

8. OtaeneHue OCYLIECTBISIET CleAytolre QYHKINY:
OKazaHUe CIelMAIM3UPOBAHHON MEIMIIMHCKOM IMOMOIIN JAETSIM B CTallMOHAPHBIX YCIIO-
BUSIX U YCJIOBUSAX THEBHOTO CTallMOHApa;
MOATOTOBKA K MTPOBEACHMIO U TIPOBEACHUE TMATHOCTUICCKUX MPOLIEAYP, OCYILECTBICHUE
KOTOPBIX BBIMOJHSETCSI B CTALIMOHAPHBIX YCIOBUSIX;
MEIULIMHCKAs peadWInTalus JeTeil B CTallMOHAPHBIX YCIOBUSIX;
OKa3aHWe MEeTOMNIECKON 1 KOHCYJIBTATUBHOM ITOMOIIN BpadyaM MEeTUIIMHCKON opraHu3a-
LIUU TI0 BOIIPOCcaM MpOMPUIaAKTUKK, TMATHOCTUKW U JICUCHUS JICTEI;
pa3paboTKa M MPOBEICHUE MEPOTIPUSATHIA IO TTOBBIIICHUIO KayecTBa JIeYeOHO-IUarHoc-
TUYECKON paboThl B OTIEEHUU U CHUXKEHUIO OOJIbHUYHOM JIETaIbHOCTU Y JIETE;
OCBOEHME 1 BHEJIPEHUE B MEIUILIMHCKYIO TTPAKTUKY HOBBIX 3(D(EKTUBHBIX METOIOB MPO-
(GUIAKTUKY, TMAaTHOCTUKHU, JICYEHUS W peaOUIUTALlUM JeTei;
OCYIIIEeCTBJIEHNE TTPOMMIAKTUUECKIX MEPOTIPUSTHIA, HATIPABICHHBIX Ha TIPEeIyTpekIeHe
OCJIOKHEHUI, a TaKKe JICUCHUE OCIOXHEHUI, BOBHUKIIUX B TIpOIIeCCe JICUCHUS IETEit;
ydacTve B MPOBEACHUM aHAJIM3a OCHOBHBIX MEIMKO-CTaTUCTUYECKUX IMOKa3areseit 3a00-
JIEBAEMOCTU, UHBAJIMIHOCTU U CMEPTHOCTH JETEi;
BEJEHME YUYETHON U OTYETHOUM TOKYMEHTAIIMU, MPEAOCTaBIeHUEe OTYETOB O ACSITEIbHOCTA
OtneneHusI B yCTAHOBIIEHHOM TTIOPSIIKE.

9. OtneneHue sl 00ECIIEUEHUST CBOCH AESATCIBHOCTH MCITOJIB3YET BO3MOXKHOCTH JIEYCOHO-

JIMATHOCTUYECKUX U BCIIOMOTaTeIbHBIX MOAPA3NeICHUIT MEIULIMHCKON OpraHM3alu, B
CcOoCTaBe KOTOPOI OHO CO3[aHO.

10. OtneneHre MOXET MCIIOJb30BaThCsl B KauyeCTBE KIMHUYECKON 0a3bl 00pa3oBaTeIbHBIX
YUPEXKIEHUIN CPEIHEro, BBICIIEr0 U JAOMOJHUTEIbHOrO MpodeccroHabHOrOo obpa3oBa-
HMSI, a TaKKe HayIHBIX OpTaHU3alnid.
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Mpukas MnHucTepcTBa 3apaBooxpanHeHns PO ot 12.11.2012 Ne 908H «O6 yTBep>kaeHMM
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[Mpunoxenue Ne 5

K [lopsinky okazaHUsI MEAULIMHCKOM

MOMOIIY MO MPOPUIIO «IeTcKast
9HIOKPUHOJIOTUSI», YTBEPKIEHHOMY MPUKA30M
MuHucTepcTBa 31paBOOXpaHEHMS
Poccuiickoit @enepanin

ot 12 Hos6pst 2012 r. Ne 908u

PekomeHIyeMble MITATHbIE HOPMATHUBBI JETCKOTO 3HIOKPHHOJIOTHYECKOTO OT/AEIeHUs
(ua 30 Koel()1
(B pen. INpukaza MunucrepctBa 3npaBooxpanHeHust Poccuu ot 25.03.2014 Ne 132H)

Ne nm/m  HamMeHoBaHWE ITOKHOCTH KonmyecTBO MITAaTHBIX €IMHMIL

1 3aBenyolrii oTaeIeHueM — Bpad — 1 Ha 30 Koek
JNETCKUI 3HIOKPUHOJIOT

2 Bpau — meTckuii SHIOKPUHOJIOT 1 Ha 15 Koex;

1 Ha 15 Koek JyIsi THEBHOTO CTallMoHapa

3 Bpau-neBposor 0,25 Ha 30 koexk

4 Bpau-odranbemonor 0,25 Ha 30 xoek

5 Crapiiasi MeIULIMHCKAs cecTpa 1 Ha 30 koek

6 MenmuimHCcKas cecTpa MpoleaypHOi 1 Ha 15 Koek

7 MenuuuHcKast cecTpa IajaTHast 9,5 Ha 30 koek (Ui obecrieyeHUsI KPyrjio-
(TmocToBast) CYTOYHO paboTHI);

1 Ha 15 Koek [isi THEBHOTO CTallMOHapa
(B pen. IMpukaza MuHuctepcTBa 3apaBooxpaHeHust Poccuu ot 25.03.2014 Ne 132H)

8 Mutamiast MenMIIMHCKast cecTpa 9,5 Ha 30 koek (Ui obecrieyeHUs1 KPyrjio-
1O yX0my 3a OOJIbHBIM CYTOYHOU PabOThI);

1 Ha 15 Koex /151 THEBHOTO CTallMOHapa
(B pen. IMpukaza MuHuctepcTBa 3apaBooxpaHeHust Poccuu ot 25.03.2014 Ne 132H)
9 Cectpa-xo3siika 1 Ha oTzmesneHue
10 Bocnuratenn 0,5 Ha 30 xoek

11— 12 Wckmouensl — [Ipuka3 MuHucTepcTBa 31paBooxpaHeHust Poccun
ot 25.03.2014 No 132n

13 Canurtap 2 Ha otnesieHue (Ui obecrieyeHust paboThbl
OydeTHoI1);

4 Ha oTmeneHue (st YOOPKM MTOMEIIICHU)

[Mpumevanus:
1. PekoMeHayeMbIe IITaTHbIE HOPMATUBBI JETCKOTO SHIOKPUHOJOTUYECKOTO OTACICHUS HE
PpacmpoCTPaHsSIIOTCS HAa MEAWIIMHCKHME OpraHU3allMy YaCTHOM CUCTEMBI 3IPaBOOXPaHEHUS.
2. B MeIMIIMHCKUX OpraHU3alKsIX, MMEIOIINX B CBOEM COCTaBE JIETCKOE SHAOKPUHOJIOTHYEC-
KOE OTIEeJICHNUE, PEKOMEHIYeTCsl IMpeAyCMaTpUBaTh JOJKHOCTh MEIUIIMHCKOTO TICUXO0JIOTa
u3 pacueta 0,25 KaxIoi JOJKHOCTU Ha JETCKOE DHAOKPUHOJIOTUYECKOE OTAeJIeHUeE.

1PeKOMCHﬂ,yeMble HITaTHBIC HOPMAaTUBbI KaOMHeTa-1KOoJIbl AJIs1 OOJIbHBIX CaxapHbIM Jua-
0eToM He pacrpocTpaHAgaoTCd Ha MEANIIMHCKUE OpraHu3alnumn YaCTHOM CUCTEMBI 3paBOOX-
paHCHUA.
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IMpunoxenue Ne 6

K [lopsinky okazaHUsI MEAULIMHCKOM

MOMOIIY MO MPOPUIIO «IeTcKast
9HIOKPUHOJIOTUSI», YTBEPKIEHHOMY MPUKA30M
MuHucTepcTBa 31paBOOXpaHEHMS
Poccuiickoit @enepannu

ot 12 Hos6pst 2012 r. Ne 908u

CTaHIlapT OCHAIICHUA JETCKOro 3HJA0OKPHUHOJIOIH4€CKOro oTaejaeHust

(B pen. Ipukaza MuHucrepctBa 3npaBooxpaneHust Poccuu ot 25.03.2014 Ne 132mH)

1. CrangapT OocCHalIeHUsI AETCKOTO SHAOKPUHOJOIMYECKOTO OTAeIeHUs (32 UCKIIIOUYEeHUEeM
najatel (0J10Ka) peaHUMallud U UHTEHCUBHON Teparuu)

Ne n/m HammeHoBaHue 000pyaoBaHUs (OCHALLEHWST)

KonunyecTtBo, mT.

1
2

— O o0 N N W B

12
13
14
15

16
17

18
19
20

DyHKIIMOHATbHAS KPOBATh

DyHKIMOHAIbHASI KpOBaTKa JUIs IETel IpyIHOro Bo3pacrta
KpoBatka ¢ nomorpeBoM Wiy MaTpacuk IJist

oborpeBa

[MeneHanbHbIN cTON

IIpuKpoOBaTHBIN CTOIUK

Tymba nmpukpoBaTHasi

IIpukpoBatHasi nHGOPMALIMOHHAsI JOCKa (MapKepHasi)
Cron pabounii

Kpecno pabouee

Cryn

Kymetka

Kpecno-karanka

Karanka mist mepeBo3Ku OOJbHBIX

Tenexxka rpy3oBasi MEXKOPITyCHasI

Karanka mis IIEPEBO3KU OOJIbHBIX C MTOABEMHBIM MEXaHM3MOM
n CO Cb€EMHbBIMU HOCHUJIKAaMU

Ceiid st XxpaHeHUsT JIEKAPCTBEHHBIX CPEICTB

IlepenBrskHOI anmapar Uist yIbTPa3BYKOBBIX MCCIIENOBAaHUI
C HaOOpOM JATYMKOB

MuHu-nomnrmiep
I'moxomerp

TecT-monocku K TJIIOKOMETPY

ITo yucity koek
ITo TpeboBaHuUIO

[To TpeboBaHuUIO

[To TpeboBaHuUIO
ITo uncny Koek
ITo yucity koek
ITo uncny Koek
6

6

12

L VR ' T SN N

1
3

W3 pacuera 10 mr.
Ha | pebeHka c ca-
XapHBIM TUA0ETOM
B JICHb
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Mpukas MnHucTepcTBa 3apaBooxpanHeHns PO ot 12.11.2012 Ne 908H «O6 yTBep>kaeHMM
nopsaaKa oka3aHa MeEQULIMHCKOM MOMOLLM MO NPOMUIIO «AeTCKad SHOOKPUHOMOrg»

Ne ni/nm HaumeHoBaHue 000pynoBaHUs (OCHALLEHWS) KonunyectBo, .
21 Cucrema CyTOUYHOTO MOHUTOPUPOBAHUST TIMKEMUU 2
22 BakrepuumaHblii 00yyaTe b BO3Ayxa, B TOM yucie nepeHocHoir  [lo TpeboBaHUIO
23 ToHOMETp 15T U3MEPEHUSI apTepUATbHOTO JaBICHMS 1 Ha 1 Bpaua
C MaHXEeTOM JJId IeTei 10 rona
24 Herartockorn 1
25 Becnbl anekTpoHHBIC 1Tl AeTeil 1o 1 roga 1
26 Becwr 1
27 Poctometp 1
28 CaHTUMeTpoBasi JIeHTa 3
29 CrerodoHeHaockon 1 Ha 1 Bpaua
30 OpxugomMeTp 1 Ha | Bpaua
31 HeBposnoruueckuit HaboOp 1151 AMATHOCTUKM TUAOETUUECKOM 1
Heiiponiatuu (MoHoduameHT 10 T, rpagyupoBaHHbBIN KaMEPTOH,
HEBPOJIOTUYECKUI MOJIOTOYEK)
32 Kanunep 1
33 CTONIMK MHCTPYMEHTATbHBIN 3
34 BecKOHTaKTHBIIT TOHOMETpP 1
35 Habop npoOHbIX OUKOBBIX CTEKOJ 1
36 DK300(TaTIBMOMETP 1
37 ITpoekTop 3HAKOB 1
38 IleneBast namra 1
39 ABTOKepaTopedpakTOMeTp 1
40 ABTOMATUYECKUIT KOMIBIOTEPHBII TIEPUMETP 1
41 [psimoit odraabmMocKor 1
42 JvonHbii 1a3ep 532 HM IJ1s Ja3epHOM KOAaryJIsiluu CeTYaTKU 1
43 JIvH3a mys 1a3epHOi KoaryJsiiuy CeT4aTKU 2
44 KowmmnbioTep ¢ nmpuHTEpOM U BbIxoAoM B MHTepHeT ITo TpeboBaHuUIO
45 TTopTraTuBHBII aHaIM3aTOP ra30B KPOBU U 2JIEKTPOJIUTOB [To TpeboBaHuUIO
46 Jlo3aTopbl ISl XKUAKOTO MbLIA, CPEACTB Ae3UH(EKINN ITo TpeboBaHUIO
M JMCTIEHCEPHI ISl OYMaKHBIX MOJIOTEHEII
47 TepmomeTp ITo yucny koek
48 IItaTuB MenUIMHCKUM (MHDY3UOHHAsST CTOMKA) ITo TpeGoBaHUIO
49 EMKocTh mist coopa OBITOBBIX M MEAULIMHCKUX OTXOIOB ITo TpeboBaHUIO
50 EMKocTb 1151 Ae3nHGeKIMU UHCTPYMEHTapUs U pacXOIHbBIX ITo TpeGoBaHuUIO

MaTrepuaioB

2. Cra"mapt ocHalIeHUs Tanarhl (010Ka) peaHUMAalM U WHTEHCUBHOU Teparuy IeTCKOTO
SHIOKPUHOIOTUIECKOTO OTIEJICHUS

Hckimouen (ITpukas MunnctepctBa 3apaBooxpaHerHust Poccun ot 25.03.2014 Ne 132H)
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Mpukas MnHucTepcTBa 3apaBooxpanHeHns PO ot 12.11.2012 Ne 908H «O6 yTBep>kaeHMM
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[Mpunoxenue Ne 7

K [lopsinky okazaHUsI MEAULIMHCKOM

MOMOIIY MO MPOPUIIO «IeTcKast
9HIOKPUHOJIOTUSI», YTBEPKIEHHOMY MPUKA30M
MuHucTepcTBa 31paBOOXpaHEHMS
Poccuiickoit @enepannu

ot 12 Hos6pst 2012 r. Ne 908u

IIpaBuia opraHM3anuu JesITeJbHOCTH KAOMHETA-IIKOJIbI JJIsi 00JbHBIX CAXapHBIM IUA0eTOM
(B pen. INpukaza MuHucrepctBa 3npaBooxpaneHust Poccuu ot 25.03.2014 Ne 132H)

. Hacrosiiuue IlpaBuia ycraHaBIMBalOT IOPSIOK OpraHM3alMM AEsITeIbHOCTM KaOuHeTa-
LIKOJIBI /IS OOJBHBIX CaXapHbBIM AMAa0ETOM B OpPraHM3alMsIX, OKa3bIBAIOIIMX MEIULMH-
CKYIO TIOMOIIIb IETSIM IT0 TIPOMWITIO «IeTCKask SHIOKPUHOJIOTHsI» (Iajee — MeIUIIMHCKAast
opraHusarus).

. Kabuner-mkona ajs1 60JbHBIX caxapHbIM auadetom (nanee — Lllkona) siBisiercst CTpyk-
TYpPHBIM TOfIpa3e/ieHueM MEIULIMHCKON OpraHU3aliu.

. Ha nomxHocTh Bpaua — netckoro sHaokpuHosora LIkonsl Ha3HayaeTcsl CreluanucT, co-
OTBETCTBYIOLIMI TPEOOBAHUSIM, MTPeabsIBIsieMbIM KBannduKamoHHbBIMU TPEOOBAHUSIMU K
CITEIIMATMCTAaM C BBICIITUM U TTOCJIEBY30BCKUM MEIUIIMHCKUM U (papMalieBTHIeCKuM oopa-
30BaHMEM B cdepe 3MpaBOOXpaHEHUS, YTBEPXKISHHBIMU MPUKa3oM MUHMCTEPCTBA 31pa-
BOOXpaHEHMSI U COLMAIbHOrO pas3BuTust Poccuiickoit ®enepamuu ot 7 mions 2009 r.
No 415H, Mo crelMaNbHOCTH «IeTCKask SHAOKPUHOJIOTHSI».

. tatHast yncneHHocTs LLIKombl ycTaHaBIMBaeTCsl pyKOBOAUTENEM MEIULIMHCKON OpraHu-
3alMM UCXOsl M3 o0beMa IMPOBOAMMOI JieUeOHO-AMArHOCTUYECKON PabOThl, KOEUHOM
MOIIHOCTU U YHUCJEHHOCTU JeTeil Ha 00CayK1MBaeMOli TEPPUTOPUU C YYETOM PEKOMEHIye-
MBIX IITATHBIX HOPMATUBOB, TPETyCMOTPEeHHBIX TIpritockeHreM Ne 8 k [Topsinky okazaHust
MEIMIIMHCKOW TIOMOIIM IO TMPOMUII0 «IeTCKash SHIOKPUHOJOTHUS», YTBEPXKICHHOMY
HACTOSIIIIUM TPUKA30M.

. OcHaienue LIKosbl oCcyllecTBISIETCSI B COOTBETCTBUM CO cTaHAapToM ocHaieHus Llko-
JIBI, TIPEAYCMOTPpEeHHBIM TiprutoxkeHreM Ne 9 k [Topsinky okazaHMsI METUIIMHCKOM TTIOMOIIT
0 TIPOWITIO «IeTCKasi SHIOKPUHOJIOTUST», YTBEPKIEHHOMY HACTOSIIAM TTPUKA30M.

. lllxomna ocymiecTBsieT cienytomre QyHKIu:

OKa3aHWe KOHCYJIbTATUBHOW MOMOIIM NETSIM U UX POMUTENSIM (3aKOHHBIM TpEeNCTaBUTe-
JISIM);

00y4yeHue TeXHUKE BBEACHUSI MHCYJIMHOB, B TOM YHCJIE C TOMOLIbIO MHCYJIMHOBOM MOMITBI;
(B pen. INpukasza MunuctepcTBa 3npaBooxpaHeHnst Poccum ot 25.03.2014 Ne 132H)
00yJeHUe TPOBENEHUI0 CAMOKOHTPOJISI YPOBHST TJTIOKO3BI B KPOBH;

o0OydyeHUe feTeil M X poAuTeseil (3aKOHHBIX MpeNCTaBuTeNeil) HaBbIKaM 3M10pOBbecOepe-
raioiero oopasa Xu3Hu, BKIIIOYast MpaBUIbHOE MTUTAHUE.
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[Mpunoxenune Ne 8

K [lopsinky okazaHUsI MEAULIMHCKOM

MOMOIIY MO MPOPUIIO «IeTcKast
9HIOKPUHOJIOTUSI», YTBEPKIEHHOMY MPUKA30M
MuHucTepcTBa 31paBOOXpaHEHMS
Poccuiickoit @enepanin

ot 12 Hos6pst 2012 r. Ne 908u

PeKOMeHIlyeMl)le HITATHbIC HOPMATHUBbI KaOHWHeTA-IIKOJIbI IS 00JIbHBIX CaxapHbIM ,Ill/laﬁeTOM1

Ne ni/n HaumeHoBaHMe HOKHOCTU KonnuecTBo MITATHBIX €IMHULL

1 Bpau — neTckuii 9HIOKPUHOJIOT JI1st oKazaHusl MEAULIMHCKOUW MOMOIIY
B aMOYJIaTOPHBIX YCIIOBUSIX:

0,5 nHa 100 1 MeHee meTeil ¢ caxapHbIM Aua-
OETOM TPUKPETUIEHHOTO IETCKOTrO HacCeJIeHUSI,

1 Ha 6omee yem 100 mereii ¢ caxapHBIM aHMa-
0ETOM TMPUKPEIUIEHHOTO AETCKOTO HAaCEJICHMS

Jlnst okazaHMSI MEIUIIMHCKOM TTOMOIIIM
B CTallMOHAPHBIX YCIOBUSIX:

1 Ha oTnmeneHue

2 MenuuuHckas cecTpa 1 Ha | mWITaTHYIO €AIMHMILY Bpaya —
JIETCKOTO 3HAOKPUHOJIOTa

3 Canurap 0,3

1PeKOMCHﬂ,yeMble HITaTHBIC HOPMAaTUBbI KaOMHeTa-1KOoJIbl AJIs1 OOJIbHBIX CaxapHbIM Jua-
0eToM He pacrpocTpaHAgaoTCd Ha MEANIIMHCKUE OpraHu3alnumn YaCTHOM CUCTEMBI 3paBOOX-
paHCHUA.
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[Mpunoxenue Ne 9

K [lopsinky okazaHUsI MEAULIMHCKOM

MOMOIIY MO MPOPUIIO «IeTcKast
9HIOKPUHOJIOTUSI», YTBEPKIEHHOMY MPUKA30M
MuHucTepcTBa 31paBOOXpaHEHMS
Poccuiickoit @enepannu

ot 12 Hos6pst 2012 r. Ne 908u

CranaapT ocHaleHus KaOMHeTa-IKOJbI JJI 00JbHBIX CAXapHBIM IMA0ETOM

Ne ni/n HaumenoBaHue o6opynoBaHusi (OCHAILIEHMS) KonuyectBo, mT.

1 Cryn 12

2 Cron 5

3 Kpecio pabouee 1

4 Jlocka mMapkepHast (¢ HAOOpOM MapKepoB) 1

5 Tymbouka 2

6 IIkad DBYXCEKIIMOHHBIN TS OIEKIbI 1

7 IIxad mmg pasMeleHUs] HaTISIAHBIX TTOCOOMIA 1

8 T'mokomeTp 2

9 Bechr (s B3BemmBaHUs TpoAayKToB B uHTepBasie 10—100 1) 1

10 Bechr 1

11 HabGop mynstkeil mpoayKToB ITo TpeboBaHuUIO

12 KoMIIeKT cTpyKTypUpOBaHHBIX MPOrpaMM OO0YYEHMSI ITo TpeboBaHuUIO

13 KonupoBanbHbIii anmapar 1

14 Tenesuzop ¢ DVD-mieepom 1

15 KomnbioTep ¢ NpuHTEPOM U BbIXOAOM B MHTEepHET 1

16 MynbTUMEaUIAHBIN TPOEKTOP 1

17 Tecr-nosocku ISt OTpeneeHrs IMKEMUT 6 Ha | manueHTa
B JIeHb

18 Tecr-nonocku 1yist onpeneeHnus] KETOHOBBIX TEJI B MOYE 10 ymakoBok 1o
50 mosocok B roa

19 JlaHuer ans B3sTHS KPOBU U3 Majiblia 100 ynakoBok 1o

100 maHIIETOB B TOJ
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(De)]epa.]'[bﬂble KIIMHUYECKHE PEKOMEHIAIIUN (l'lpOTOKO.]'lI)I)
10 BEJIEHMIO JeTeil ¢ IHAOKPUHHbIMH 3a00/1eBaHUSAMH

ITon obweit penakuuein M. M. degoBa u B. A. IleTepkoBoii

PenakTop k. 6. H. H. B. IlepByxoBa
Texunuecknii pegakrop B. H0. Ko3Hos
Oo6noxka E. P. Top, O. JI. JlozoBckast

IMoaroroBka uamoctpauuiit H. A. Ilonosa
Koppexrop H. H. Onuna

Wsznarensckuii nom «IIpakTuka»

119048, Mocksa, a/s 421. Ten. (495) 921-22-04
DneKTpoHHasl ToyuTa: practica@practica.ru. Caiit: www.practica.ru
Ioanucano B nevyath 15.08.2014. ®opmat 70 x 100/16

Tupax 6000 sk3. 3akaz Nel51

Otnevarano OOO «Bepnn»
105094, MockBa, CeMeHoOBcKas Hao., a. 2/1, ctp. 1
Ten. (495) 360-56-63. Caiit: www.verdy.su
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