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CIIHCOK COKPALIEHHH

AA — anractudeckast aHeMUst

AUTA — ayTonMMyHHAs TeMOJNTHIECKAS AaHEMUS

AJIT — arTuanMdoruTapHblii TI100yInH

ADC — antudochonuuanbii CMHHIPOM

AX3 — aneMus XpOHUYECKHIX 3200 I€BAHMIA

AYTB — akTHBHPOBAHHOE YaCTUYHOE TPOMOOTLIACTHHOBOE BPEMsI
BB — 6onesnb Bunnebpanga

BE — beresna-enunuia

BOE — 6ypcr-o6pasytoras euHnuIa

BMO — 60J1b1110#i MOJIEKYJISIPHBIN OTBET

BK — Bpemst kpoBoTEUeHUS

BKJI — BomocaTokIeTOUHBIN JTeHK03

B35b — Bupyc Immreitna—bapp

[-KC® — rpanyJionuTapHblii KOJTOHUECTUMYIUPYIOMUiT (hakTop
I'CK — reMormoaTudeckasi CTBOJIOBAs KJIETKA

I BKRKJI — nuddysnag B-kpymHokiaerounas sumdoma

KA — xenesomeduruTHas aHEMUST

NJI — naTepreiikiH

NHT — unpgexc HackleHns TpancgeppuHa

NIT — uctunnas moJIuIuTeMIs

NTK — uHrubuTop THPO3UHKUHASEI

WTII — uMmyHHast TPOMOOIUTOIICHUS

MDA — ummyHO(DEPMEHTHDIN aHATI3

JIb — mumdoma Bepkurra

JIXKCC — maTeHTHas JKeJIe30CBA3BIBAIOIIAS CTIOCOOHOCTD CBIBOPOTKH
JIND — jieiiko3-uHrnOupyIonHii (hakTop

JIMJI — siumdoma 13 MasIbIx JTUMGOIUTOB

JIM3 — numdoma u3 KIeToOK MaHTUHHOHN 30HbBI

JITIJT — mamdonazMorutapHuas umdoma



Cnncok cokpatleHuit

JIX — nmumpoma XopKKruHa

MBU — MoJIeKyISIPHO-OUO0IOrHYECKOe UCCIIeI0BAHNE

M/IC — MuesToNCIIIIACTUIECKUT CHIPOM

M-KC® — makpodaraabHbIil KOJOHUECTUMYIUPYIONHI (hakTop
MM — MHOKeCcTBeHHast MuesiomMa

MHO — MmexayHapoaHOe HOpMATN30BAHHOE OTHOIIEHUE

MOD — MUHUMaIbHAST OCTATOYHAST HOTE3Hb

MIIN — MexIyHapoaHbIil IPOrHOCTUYECKIH NHAEKC

MIIH — muenonposmdepaTuBHOe HOBOOOpa3oBaHue

HXJI — HexomkKIHCKHE TUMGOMBI

OKCC — obast ke1e30cBA3bIBaONIAst CIIOCOOHOCTD ChIBOPOTKH
OJLJT — ocrpbiit iuM$odIaACTHBIN JEHKO3

OMUJI — ocTpbIil MUETOUITHBIN JIEHKO3

OP3 — ocMoTuYeckast pe3suCTEeHTHOCTL 9PUTPOIUTOB

IITB — npoTpoMOUHOBOE BpeMst

[ITO — mosHBII reMaTOIOTMYeCKUit OTBET

I[TAD — npoxykThl gerpaganuu Gudbpruta

I[IMO — noJsHbIi MOTEKYJISIPHBII OTBET

I[IM® — nepuynbiii Mues0pudPO3

ITHT — napokcuaMaibHasi HOYHAsA TeMOTIOOMHYPHsT

TIT1LO — mOJHBIN ITUTOTEHETHYECKUI OTBET

[ITIP-PB — nmosmMepasnasi 1erHas peakiiis B peaibHOM BpeMeH!
PA — pedpakrepnas anemust

PAUB — pedpakrepras anemusi ¢ u30bITKOM 6J1aCTOB

PAKC — pedpakrepHast aHeMys ¢ KOJIbLEBUAHBIMU CHAEPOOIACTAME
PBIII-knerku — kinerku Puna—Bepesosckoro—IIIteprbepra
PK®M — pacTBOpUMbIE KOMILIEKCHI (hPHOPUH-MOHOMEPA

pIIIO — peKOMOUHAHTHBIN HPUTPONIOITUH

CA — cupnepobacTHas aHeMUs

C3II — cBexke3aMOpOsKeHHA T1a3Ma

CM® — cucrema MOHOHYKJI€APHBIX (haroinnuToB

CKA — cepnoBuIHOKJIETOUHAS AaHEMUST

CKB — cucremHas KpacHasl BOJTYaHKA

C® — cbIBOPOTOUHBII (heppuTnH

TAII — TkaHeBO# aKTUBATOP TTA3MUHOTEHA

TB — TpoM6UHOBOE BpeMst

TKM — tpancnianTaus KOCTHOTO MO3Ta
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Cnmncok cokpaLleHuii

TTII — TpomGoTHYECKasT TPOMOOTINTOTIEHIYECKAsT Ty PITypa
TIOJIA — TpoMb0aMbOIIUs JIErOYHOI apTepuu

DB — dakrop Busnebpania

DJI — dbomnukyasprast muMdoma

DHO — dakrop HeKpo3a OIMyXO0JIel

DCK — dakTop CTBOJIOBBIX KJIETOK

XTAB — x0J10710Bast TeMarrIOTHHIHOBAST O0JIE3HD
XJLJI — xponndeckuit mumMponIeitkos

XMJI — XxpoHUuecKuii MUeI0JeHKOo3

XMMJI — xpoHNYeCKUT MUEIOMOHOITUTAPHBIN JIEHKO3
XT — xumuotepanus

IIII — 11BeTOBOI ITOKA3aTEIh

OM — apurpomacca

IIIO — aputponoaTun

AT — acceHUaIbHAS TPOMOOTINTEMILST

CD — cluster differentiation (kmacrep muddepenimponkm)
CIRS — conulative illness rating scale

ECOG — Eastern Cooperative Oncology Group

IPS — International Prognostic Score

MALT — mucosa associated lymphoid tumor

TF — tissue factor (TkaneBoii hakTop)

TFPI — Tissue factor pathway inhibitor

FISH — fluorescence in situ hybridizations



NPEAHC(IOBHE

Temartosiorust — Hayka o 60JIe3HsIX KPOBU. 3a00JI€BaHMsI KPO-
BU, KaK MPaBUJIO, MPOSIBIAIOTCI U3MeHeHeM ee cocTaBa. Crueny-
€T MMOMHUTD, UYTO KPOBb — 3TO BCETO JIUIIb 3€PKAJIO, OTPasKatolee
MIPOTIECCHI, TPOUCXOIAIITIE B KPOBETBOPHBIX OPTaHaX, TJIABHBIM U3
KOTOPBIX SIBJISICTCSI KOCTHBIN MO3T. MI3MeHeHus1 cocTaBa KpOBU MOTYT
OBbITH KaK 00yCJIOBJIEHBI COOCTBEHHO 3a00JI€BAHUSIME OPTaHOB KPO-
BETBOPEHUS, TAK U HOCUTh PEaKTUBHBIN XapakTep, T.e. BO3HUKATb B
OTBET Ha PAa3TMYHbIE TATOJTOTHIECKHE TIPOTIECCHI CO CTOPOHBI IPYTX
OPTaHOB U CUCTEM.

[Torumath MexaHU3MBI (hOPMUPOBAHI HOPMAJTBHOTO COCTABA
nepudepuiecKoii KpOBU U IPUUYUHBI €€ TTATOJIOTHYeCKIX U3MeHe-
HUT He0OXO0IUMO Bpauy KaKI0# crienmuaabHoCTU. Kauamdeckuit
aHaJIN3 KPOBU BXOJIMT B CTaHAAPT 0OCIeM0BaHNst DOJIBHOTO Ha BCEX
aTarax oKkazaHud MeJIMITMHCKOU 1momoliii. bazoBbIiM HaBBIKOM Bpaua
SIBJIIETCSI YMEHUeE JIaTh IPAaMOTHOE 3aKJII0UEHNE 110 aHAIU3Y KPOBU 1
PEKOMEH/IAINH TTAI[UEHTY B C/Iydae 00HAPY/KEHMS MTaTOJTOTHYECKUX
M3MEHEHUH cocTaBa KPOBU.

B npeiaraeMoM 1ocoOmu U3J105KEHbI CBEAEHUST 0 (DUBHOTOTH-
YeCKUX OCHOBAX HOPMaJIbHOTO U [TATOJIOTUYECKOTO KPOBETBOPEHUST
U CUCTEMbI T€MOCTAa3a, a TakKe MpejicTaBjIeHa JUuarnocTuyecKkas
3HAYMMOCTH COBPEMEHHBIX JTAOOPATOPHBIX METO/IOB TP [THArHOC-
THKe 32a00JI€BAaHUI KPOBL.

Kimnunaeckast remMatosiorys Kak pasiest BHy TPEHHEN MeIUITHI
umeet Oostbiie ocobeHHoCTH. YacTo ee u3ydyeHre BbI3bIBAeT 3aTPY/I-
HEHWUST Y CTYIEHTOB. ITO 00YCJIOBJIEHO, C OIHON CTOPOHBI, OTHOCHTEb-
HOI1 PEIIKOCTBIO OTIEIBHBIX 3a00JI€BaHUI KPOBH, & C JIPYTOii — HEOOXO-
JIMMOCTBIO 3ATTOMIHAHUST ¥ TOHMMAHHSI OJIBITION0 KOJIMYECTBA HOBBIX
TEPMUHOB, [TAPAMETPOB 1 METO0B JIaOOPaTOPHON ArarHocTrki. Kak
HUKaKOU JPYTON pa3/iesi BHyTPEeHHEN MeIUITNHBI, KIMHUYeCcKas reMa-

6



peaucnosue

TOJIOTHSI 0YE€Hb TECHO CBsI3aHa C (DyH/ITaMEHTAIbHBIMU €CTECTBEHHOHA-
YUHBIMU JIUCIUTIMHAMHE, B YACTHOCTH C aHaTOMUEH, (DU3U0JI0THEN,
naTopU3NOJIOTHEN, a TAKKE ¢ TAKUMU OA3UCHBIMU pasjeamMu O1o-
JIOTHH, KaK UMMYHOJIOTHST, [IATOT€HETHKA, MOJIEKYJIsIpHAst GUOJIOTHSI.
Ceroast iario3 60J1e3HU KPOBH, TIEPBOHAYAIBHO OMMPABIIUIICS HA
KJIMHUYECKHE CUMIITOMBI, 00YCJIOBJIEHHBIE UBMEHEHUSIMU B COCTABE
niepuepruyecKoil KpOBH, TIEPEIIesT B Paspsijl IMArHo3a, TpeOyoIero
BBICOKOTEXHOJIOTMYHON JTaGOPaTOPHOIT IMarHOCTUKH.

C y4eToM BCET0 3TOTO aBTOPBI Y4€OHOTO TOCOOUSI TTOTIBITAIICH
U3JI05KUTH HE TOJTHKO aHATOMO-(PU3NOTIOTHIECKUE CBEIEHUS O CHC-
TeMe KPOBETBOPEHMSI ¥ FeMOCTAa3a, TIPOIE/IEBTUIECKIE OCHOBBI TeMa-
TOJIOTHH, HO ¥ BOITPOCKI JTaOOPATOPHOI IMArHOCTHKY, BKIIIOUATOIIEi
MopoJioTnueckue, reMoCTa3uoJI0rnuecKre, UMMYHOJIOTHYECKIE,
[UTOTeHETHYECKUEe U MOJIEKYISIPHO-OUOIOTHYECKIE METOIbI HC-
CJIe/IOBAHUSI.

JlanHoe 1Iocobue Tpe/iaraeT COBpeMeHHbIe aJITOPUTMbI JHa-
THOCTHKY 3a00JI€BAaHMIT KPOBU — OT TIATOJIOTMYECKOTO COCTOSTHUS,
BBISBJISIEMOTO B aHAJN3€E KPOBH, 10 OKOHYATETBHOTO KINHITYECKOTO
JinarHo3a. Bormpochl KIMHUYECKON TeMaTOJOTUH OCBEIIeHbl Ha OC-
HOBE CUHIPOMAJIBHOTO IIPUHITUIIA C UCIIOJIB30BAHUEM AJITOPUTMOB
muddepernpranbHoil guardoctuky. [Ipu onucanuy 3a60JeBaHnil
KPOBH TIOMUMO KJIWHUYECKUX MPOSBIEHUIT BbIieaeHbl Jabopa-
TOPHO-UHCTPYMEHTAJIbHbIE KPUTEPUU /IMATHO3a HA OCHOBAHWU
COBPEMEHHBIX KIacCUMDUKAINIL: HO30JTOTHIECKUX, TIPEKIE BCETO,
BO3-knaccudukarmu (2008) omyxoseii reMOno3aTHYeCKO U JIMM-
ounnol TKAHM, KIaccUKAIIHN IO CTaANSAM U TPYTITIaM PUCKA.

[Tpu uzsi0skeHUM BOTIPOCOB TEPATTUU MTPEICTABIEHBI COBPEMEH-
HbIE AJITOPUTMbI JIEYEHUSI, JIEKAPCTBEHHbBIE CPEJICTBA, B COOTBETCTBUI
C JIOCTYITHBIMY Ha CETO/[HSIITHUI JIEHb MEKYHAPOIHBIMUA PEKOMEH-
JATTUSIMY, CTaHAAPTaMU JIEIeHWS U OTIEHKU Pe3YJIbTaTOB TEPATTHIH.

[Tpu co3maHuu 1MOCOOWS MCIIOJIb30BAHBI MEKIYHAPOIHBIE
(Bxaiouasgs BO3) pykoBoacTBa, KiraccupuKaum, CIpaBOYHIKH,
MoOHOrpaduu, HayIHbIe CTAThH, OMYOJNKOBAHHBIE TPENMYIIIECT-
BEHHO B TOCJIEHAE 5 JIeT.

[Tocobue cHAOKEeHO TeCTOBBIMM 3a/IaHUSIMU K Ka’K/I0H TJaBe
JIIST CAMOKOHTPOJISI OCBOEHWST MaTepuasia. B mpUIOKeHUIX TIpesi-
craBJieHa HanboJiee BaskKHast ClipaBoOYHast MH(MOPMAIIHsi.






Yactb 1

BBEJAEHUE
B KIIMHUNYECKYIO
FrEMATOJIOI KO







Maea 1

AHATOMO-PH3HOIOI'HIECKHE OCHOBbDI
CHCTEMbI KPOBETBOPEHHHA H CHCTEMbI
IFEMOCTA3A

1.1. KneTtku KpoBu

KpoBb — 510 Or0I0TIHYECKast JKUAKOCTH OPTAHU3MA, COCTOSIIIAS
U3 TIa3Mbl ¥ KJIETOK KpoBH. KiteTkamu KpoBu, Wit (hOpMEHHBIMHE
9JIEMEHTaMU KPOBH, SIBJISTIOTCST SPUTPOIMTI, JIEHKOIUTHI U TPOM-
OOIUTHI.

IPHUTPOUHUTBI, WU «KPaCcHbIE KPOBsTHBIE Tesbilay (Ip, Red
Blood Cells, RBC) — 6e3bsiiepHbie KIeTKH, UMeotie (hopMy JBO-
SAKOBOTHYTOTO Jiricka. Dopma apuTpoInToB moiepskuBaeTcst OJia-
rojapst crabuIMsupyoIiemMy OeJaKy MeMOpPaHbl — CHEKTPUHY.

OcHoBHast (DyHKITHSI 9PUTPOIIUTOB — TPAHCIIOPT [BIXATETBHBIX
ras3oB. Be3bsiiepHOCTD SPUTPOIUTOB 1 UX (hOpPMa 0OECTIEYMBAIOT UM
HanboJiee ONTUMAJIbHBIE CBOICTBA B MIpoIlecce ra3o00MeHa, Mmojl-
nepskannu 1eopMabeIbHOCTH U OCMOTUYECKON PE3UCTEHTHOCTH.
HopmasibHbIil pasmep spuTpoImTa cocrasiser 7,5—8,3 MKM; mpo-
JOJKUTEIbHOCTD sKu3ar — 90—120 gHeit. DpurporuTsl 061a1a10T
AHTUTEeHHBIMKM CBOMCTBAMM, Ha OCHOBAHWK KOTOPHIX Pas/MyaioT
YeThIPE OCHOBHBIE IPYIIITBI KPOBH.

[Turorrasma sputpormta Ha 96% 3aroiHeHa reMOTTIOOMHOM.
TeMorio61H — 9TO XPOMOIIPOTENI, 0OECIIEUNBAIOLIIIL IEPEHOC KIC-
JIOPO/IA M3 AJIbBEOJT JIETKUX K KJIETKaM BCETO OPTraHn3Ma U YTJIeKIC-
JIOTO Ta3a — OT KJIETOK K aJIbBEOJIaM JieTKuX. [eMorJioOuH cocTouT
13 TeMa — HeOeTKOBOM YacTr (KOMILTIEKC JKeJie3a U mpoTonopdu-
puna IX) u rimobuna — 6eJIKOBOI YacTu.
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Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

Kaxaast MosiekyJia reMorjio6uHa B HOpMe COJIEPKUT JIBE Tapbl
UIEHTUYHBIX GEJIKOBBIX Iereil, 06003HaYaeMbIX OyKBaMK Tpedec-
koro andasuta o u . PagnoBugHocTn o-1eneit (C 1 o) KogupoBa-
Hbl TeHamu 11-if xpomocomsl, B-1iemeii (g, v, 6, B) — renamu 16-1t
XPOMOCOMBI. B 3aBUCMMOCTH OT cocTaBa o.- U B-1eneil pa3jinyaT
amOpuonasibhbiii (Hb Gower 1 — £2¢2, Hb Gower 2 — a2¢2, Hb
Portland — £2y2), dperampubiit (HbF — a2y2, HbA — a2B2) u re-
morsiobuH B3pocabix (HbA — a2B2, HbA2 — 0282, HbF — a2y2).
Temorsio6un B3pocbix Braoyaer 97% HbA (a2B2), 2,5% HbA2
(0282) 1 0,5% HbBF (a2y2).

Kpome 3pesibix aspuTpoIuToB B riepudeprieckoii KpoBU B HOP-
Me MOKHO OOHAPYKUTh MOJIOZIbIE SPUTPOIUTH — PE THK Y JIO IL M -
ThI. D10 Ge3bsgepHble KIeTKU ¢ 6osbmuM Komrdectsom PHK u
pubocoM, uMerole MeMOpaHHbIe PEIEeNTOPbI K TpaHC(heppHHY.

PeTukyo1uThl MOSKHO BBISBUTD TIPU CIEITUATBHON CYyIIPaBU-
TaJbHON (T.e. 6e3 TpeaBapuTeNbHON (DUKCAIIMK KJIETOK) OKPaCcKe
OPUJIMAHTOBBIM KPE3UJIOBBIM CHUM. Perukysnonuraptas PHK
MPOJIOJIKAET IIPOU3BOANUTH reMoryioonH. Ha cragim petukystonura
MOsKeT BbipabaTbiBaThes 10 30% 0T 001LEro KoamuecTBa reMorio-
6una B aputpormre. [pyrie 70—80% reMorsiobmHa CHHTE3UPYIOTCST
paHee, Ha IPEPETUKYJIOIUTHBIX CTAUX AU PEePEeHITUPOBKY KIIET-
k1. Kak TOJIbKO PETUKYIOIHT ITPEBPATIAETCS B 3PEJTBII IPUTPOIINT,
o Tepsier PHK u ¢ Hell criocobHOCTD IPOU3BOANUTD FeéMOTJIOOUH.

Ha craguu petrkyonura apuTpoiuT npebbiBaeT B TeUeHre
OJTHOTO JIHS B KOCTHOM MO3T€ U €llle OJIHOTO JIHSI — B nepudepu-
YeCKOU KpoBH.

Jeilikouutsl, unu «6enbie Kpopsinbie Tesbiia» (JI, White
Blood Cells, WBC) — s10 reteporeHHasi rpyIiia sijipocoaepsKainx
KJIETOK TiepuepruyecKoil KPOBH, OTBEYAIOIIUX 32 (PYHKIIUIO UM-
MyHHUTeTa. JIEHKOIUTDHI B OKpallleHHBIX 110 POMaHOBCKOMY Ma3Kax
KPOBH pasianyaroTcs 1o opme sapa (OKpyrioe Uin cerMeHTUpo-
BaHHOE), IIBETY I[UTOIJIA3Mbl, HAJIMYHUIO WJIK OTCYTCTBUIO 3€PHUC-
TOCTU U ee XapakTepy. B 3aBUCUMOCTH OT HATTMUUS CIIeIUu(pUIecKoi
3ePHUCTOCTH BCE JIEUKOIUTHI JIEJISAT HA KJIETKU C 3ePHUCTOCTHIO B
uToIIa3Me (TpaHyJIOIUThI) U 6e3 3epPHUCTOCTH (arpaHyJIOIUTHI ).
Pasmepbl JIEHKOIUTOB KOTEOTIOTCS MesKLy 6 MKM (MaJbie JTuMbo-
nuThl) ¥ 14 MKM (MOHOLIUTBI ).
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[nasa 1. AHaTOMO-(DU31ONOTNYECKINE OCHOBBI CUCTEMbI KDOBETBOPEHMS 1 CUCTEMbI FEMOCTa3a

K arpanysionuram otHOCST TUMOONUTHI 1 MOHOIIUTHI. [lu-
TOILJTa3Ma HTHX KJIETOK MOJKET COAEPKaTh HEOOJIbIIOE KOJUYECTBO
HecTennUIeCKUX eIMTHUIHBIX, Yallle MEJIKUX, TbIJIEBUTHBIX, PEKe
KPYITHBIX, a3yPOOUIBHBIX (PO30BO-(hHOIETOBBIX) TPAHYI.

TepMUHOM «IPaHYJIOIUTBI» HA3BIBAIOT TPU BUJIA KJIETOK, PA3JIM-
YAIOIUXCS XapaKTepoM crielduueckoil sepauctoct. O6uabHast
MeJikast 6seHo-puoserosas («HeATpodUIbHAS» ) 36PHUCTOCTD TH-
nyHa 1151 Heiirpoduios. KpyHas Heo6uibHast, TeMHO-(DHOIETO-
Bas («6a3ouibHAS» ) 3ePHUCTOCTD OTJIMYaeT Oazoduiibl. KpyHast
obmIbHasT HEpaBHOMEPHAS PO30BO-OpaHsKeBast, 3aHNMAIOIast BCIO
[UTOILIA3MY KJIETKU («203UHOMDUIBHAS» ) 3ePHUCTOCTD SIBJISIETCS
MPU3HAKOM 903UHODUIIOB.

JIeKOIUTHI BBITIOMHSIOT 3AIUTHYIO (PYHKIIUIO B OPraHu3Me
(nvmmMyHUTET). BBIZIESSIOT 1B BUIa UMMYHUTETA — CIIETTUMDITIECKUIA
1 HecrerupuIecKui.

Ommo 13 TpogBIEHNT HeCcTIeNTM(DPUIeCKOT0 UMMYHUTETA — CIIO-
COOHOCTH HEUTPOMHUIOB, MOHOIIUTOB U TKAHEBBIX MaKPOdharos (MMu
CTAHOBATCS MOHOIIUTHI TTOCJIE BBIXO/IA 32 TIPE/IesIbl KPOBEHOCHOTO
pycia) harouTHpoBaTh € MOCIEAYIONINM JU3UCOM MUKPOOHbBIE
0OBEKTBI, TOKCUHBI 1 KJIETOYHBIN AeTPUT. Do3uHODUIBI 0bece-
YUBAIOT TPOTUBONAPA3ZUTAPHYIO 3aIUTY U YYACTBYIOT B aJlJIepIu-
YeCKUX peakiugx. bazoduiibl TakKe yIacTBYIOT B aJlJIEPTHIECKUX
peakiusax, npexzie Bcero [gE-3aBucuMBIX.

JInM@OUTEI peaanu3yioT PeakIIuy CIenMUIecKOTO MMMYHU-
teta (BPOKAEHHOTO U MPHOGPETEHHOT0): TYMOPAJILHOTO — Y€epes3
cunTe3 B-nmumdonnramu uMmMyHOT 106y IMHOB KaaccoB A, M, G, E,
D; ¥ KJIETOYHOTO — TIOCPEICTBOM MHOT00OPa3HbIX (pyHKINi T-11m-
douuros. IIpuobpeTeHHblii UMMYHUTET MOKET 06Pa30BbIBATHCS
€CTECTBEHHBIM ITyTeM KaK UCXOJ[ TOTO WJIM MHOTO MH(MEKITMOHHOTO
3a00JIeBaHK, WJIN B Pe3yJibraTe MMMYHU3AI[U1 OPTaHU3Ma.

[Tpoao/mKkuTeIbHOCTD JKU3HU JIEMKOIIMTOB, KaK U X BHEITHUN
BUL U PYHKITUS, BechMa pa3ianaHa. HeilTpod sl MupKympyioT B
kpoBu 4—10 4, 1asiee BBIXOAST B TKAHU. MOHOIUTHI IUPKYJIUPYIOT
B KPOBU 72 4, Tajiee BBIXOIAT B TKAHU, T/le TPEBPAIIAIOTCS B MUTPH-
pytoiiiue win pukcupoBaHHbie Makpodaru. [IpogoskuTebHOCTD
JKUBHM JIMM(POIUTOB KOJIEOJIETCST OT HECKOJIBKUX YacOB JI0 IECSTKOB
JIeT.

13



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

Tpom6ouurs (Tp, Platelets, PLT) — tperuii ¢hopMeHHBbIIT
aneMeHT KpoBu. OHU He SIBJISIIOTCS UCTUHHBIMU KJIETKAMU, XOTSI
MPUPABHUBAIOTCS K TAKOBBIM. JTO «KPOBSIHbIE TJIACTUHKWY, WU
YACTHIIBI OTIIHYPOBABIIEHCS [IUTOILIA3MbI METAKAPUOIIUTOB KOCT-
Horo Mosra. Tpombo1uTh! 061a4a10T CBORCTBAMY aAre3un ([IPUJIK-
nanus), arperaiuu (ckiaenBanus ). OHM comepkaT OMOJIOTHYECKH
AKTUBHbIE BEIECTBA, ONPEEJSIONe UX yJ4acTue B MEXaHU3Max
CBEpPThIBAHKUA KPoBU 1 (UOPUHOIN3A, B 00eCIIedeHU aHTHOTPO-
dbuyeckoit pyukim. Pasmep TpombonntoB — 1-2 mrm. ITpomoi-
JKUTEJTHHOCTD JKU3HU COCTABJISIET 8 CYTOK.

* %k ok

B nopme Bce kieTku nepudepruieckoil KPOBH SIBJISIIOTCS KO-
HEYHBIMU CTaauaMu auddepeHImpoBKN OpeieJIeHHBIX PAI0B
KPOBETBOPEHWUSI, HE CIIOCOOHBI K JI€JIEHUIO, IMEIOT OIPAaHUYEHHY IO
MTPO/IOJKUATENBHOCTD KM3HU. VICKITIOUeHne cocTaBIgi0T MOHOTIUTBI,
MpeBpaIaloNuecs MOCJ]e BbIX0/Ia U3 KPOBSIHOTO PyCJia B TKAHEBbIE
Makpodarm.

1.2. OpraHbl KPOBETBOPEHUSA U FEMONO33

Temo11093, 1 1Ipottecc 06pa3oBaHKsI KIE€TOK KPOBH, HAaYMHA-
eTcst B paHHeM aMOPHOHAIBHOM Tieprojie. B ¢Bs3u ¢ aTuM BbIzeIIS-
10T SMOPHUOHAJIbHBIE KPOBETBOPHBIE OPraHbl (FKEJITOYHBIN MEIIOK,
(berampHAg TEYEHD, cesme3eHKa, KOCTHBIM MO3T) I OPTaHbl KPOBe-
TBOpPeHUsI, DYHKITMOHUPYIOTIUE TTOCTE POKIAECHUS.

[TepBBIe TeMOTIOATHYECKIE CTBOIOBBIE KIETKHU TTOSABISAIOTCS B
JKEJITOYHOM Mellike Ha 3-i Hezesie amGprorenesa. Ha 3-M mecsiie
HEKOTOPBIE U3 HUX MUTPUPYIOT B IT€UeHb, KOTOPAs CTAHOBUTCS TJIaB-
HBIM KPOBETBOPHBIM OPTAHOM 110714 710 MOMeHTa poskienus. C 4-ro
MecsiTia HMOprorenesa 06pa3oBaHue KIETOK KPOBM HAUNHAETCS B
kocTHOM Mo3zre. Cesie3enka, TuMbarnieckue y3Jabl 1 TAMYC TaK-
JKe YJaCTBYIOT B KpoBeTBopeHUN y 1rosia. CoXpaHeHue «CIIATITIX»
reMonoaTuueckux crBosoBbIX KieTok (['CK) B neuenu, cesesenke
00bsicHsIET (haKT BOSHUKHOBEHNUS 04aroB 9KCTPAME/LYILISTPHOTO KPO-
BeTBOPeHUs (KPOBETBOPEHUS 3a MpejieJaMU KOCTHOTO MO3Ta) Ipu
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[nasa 1. AHaTOMO-(DU31ONOTNYECKINE OCHOBBI CUCTEMbI KDOBETBOPEHMS 1 CUCTEMbI FEMOCTa3a

OHKOTEMATOJIOTHYECKUX 3200JI€BAaHUSIX U BCJIE/ICTBHE YPE3MEPHOIT
CTUMYJISIIUN TEMOTIO93a.

[Tociie poskieHns eIMHCTBEHHBIM MECTOM MUEJION093a B HOP-
Me SBJISIEeTCS KPacHBIM KOCTHBIN Mo3T. [log Muenonoszom (uim
MUEJIOW/IHBIM KPOBETBOPEHUEM ) TTOJIPA3yMEBAIOT IIPOIIECC, B XO/I€
KOTOPOTO B KOCTHOM MO3re 00pas3yloTcst U OCTYIAioT B Tepude-
PHYECKYIO KPOBb 9PUTPOIIUTHI, TPOMOOIMTHI, IPAHYJIOIUTHI U MO-
HOITUTBHI.

ITponece mmmdornossa (obpasosanuss T- u B-nmumdoruros)
mocJie POKIeHNs pPeaTu3yIioT IeHTpaTbHble U TlepudepmiaecKne
smMpouiabie opranbl. [leHTpanbHbiMu TUMGMOUIHBIMU OPTaHAMU
SABJIATOTCA KPACHBIH KOCTHBIN MO3T 1 TUMyc. [locrmennuit pyakim-
OHUPYeT Kak JUMQOUIHBIN OpraH 0 IePUo/ia TTOJI0BOH 3PETOCTH.
K mepudepraeckm tnM@pOnIHBIM OpraHaM OTHOCSITCS CeTe3eHKa,
JuMdaTHYECKIe Y3JIbl, TeHepOBbI OJISTIIKY KeJTYA0YHO-KUIIEYHOTO
TpakTa.

KocTtHbl#t M0o3r. Boigendoor aBa tTvna KOCTHOIO MO3Ta:
JKEJITBIN KOCTHBIN MO3T — HEaKTUBHBIN B OTHOIIEHUN TeMOTI093a,
[PEACTAB/IEH B OCHOBHOM KMPOM; M KPACHBII KOCTHBIN MO3T — c0O0C-
TBEHHO T€eMOITO9THIYECKUI OPTaH.

YV HOBOPOKIEHHOIO 06BEM KOCTHOMO3IOBBIX [IOJIOCTEN COCTaB-
sster 1,6 11 moutn Ha 100% 9TO TeMOMMOITHYECKN aKTUBHAS TKAHb,
WJIV KPACHBIM KOCTHBIN MO3T.

Y B3pocbIX 061K 06bEM KOCTHOTO MO3Ia JOCTHraeT MpH-
MepHO 4 . B nipoiiecce pocTa 4esioBe4eCKOro OprannuaMa Ipounc-
XOMIUT TEHTPASU3aNNsA KPOBETBOPeHUs. [eMomoaTnyeckass TKaHb
(KpacHbIN KOCTHBIN MO3T) COXPaHSIETCS B KOCTSIX IIEHTPA CKeJIETa: B
TeJlaX MMO3BOHKOB, KOCTSIX Ta3a, yeperia, pedpax, rpyanHe, snndusax
JUITMHHBIX TPYOUaThIX KocTel. [eMoroaTryeckast TKaHb Y B3POCJIBIX
pacrpejeseHa cieayonmnm o6pasom: B KocTax Taza — 40%, B Tesax
03BOHKOB — 28%, B KoCTsiX yepena — 13%, B pebpax — 8%, B rpy-
nuHe — 2%, B annduzax TpyGUaThix Kocrei — 8%. OcraabHyIo 4acTh
KOCTHOMO3TOBBIX TIOJIOCTEH 3aTI0THSET JKEJIThI KOCTHBIN MO3T, T.€.
JKUpOBast TKawb. [Ipr 9ToM cOOTHOTIIEHTTE KPACHOTO U JKETTOTO KOCT-
HOTO MO3Ta cocTtasiisier 1:1.

KpacHbril KOCTHBITT MO3T CTPYKTYPHO MOAPA3IEIIIOT HA IBA
KOMITOHEHTA: 9KCTPABACKYJISIPHBIN, I COOCTBEHHO IeMOITOITH-
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Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

YeCKYIO TKaHb, U BACKYJISIPHBII, COCTOSIIITUI U3 NIMPOKUX BEHO3HbBIX
cocy 1o — cunycos (puc. 1.1). CoOCTBEHHO reMOIoaTHYEeCKast TKaHb
[pecTaB/sieT coO0I e IeIo100HbII JUCIIEPCHBII MaTepHall, pac-
TTOJTOKEHHBIN BHYTPU KOCTHBIX TPAOEKYJ B CETH PETUKYINHOBBIX
BOJIOKOH.

[Tepdysust KOCTHOrO MO3ra OCYIIECTBJISIETCSI OCHOBHOM ITHTa-
ollel apTepuei 1 ee MaJIbIMA TEPMUHATbHBIMU apTepuoaMu. /la-
Jiee 110 BEHO3HBIM KallUJIJIIPaM KPOBb COOMPAETCsI Yepe3 BEHO3HbIE
CHUHYCOW/IBI B IEHTPAJIbHbIN BeHO3HbIN cuHYC. CTEHKN BEHO3HBIX
CHHYCOB COCTOSIT M3 TPEX CJIOEB KJIETOK: SHI0TENNsT, 6azaabHOI
MeMOpaHbl U aJIBEHTUINHU. DHIOTEJINATbHbBIE KJIETKH TIIOCKHE, C
CYsKaIOIUMUCS KOHI[AMU, cojiepKaT oObIYHbIe opraHeibl. ba-
3asibHas MeMOpaHa CXO0sKa C TJIOMEPYJISIPHOIT MeMOPaHOil TOYeK.
ABeHTHUIIMAIbHbIE KJIETKH UMEIOT NIMPOKKUE OTPOCTKH, 00pasyio-

Kuposas knetka

ApTepunanbHbiin
Kanunnap

—~

FemonoaTuyeckue
KOMMapTMEeHTbI

OHpoTenuanbHble
KneTkn

Aptepusa

OpuTpobnacTHbIi
OCTPOBOK

Puc. 1.1. Mopdosorudeckass CTpyKTypa KOCTHOMO3TOBOI TOJIOCTH:
AIIB — a/iBeHTUIAJIbHBIE KJIeTKH; Mer — MerakaproIuThl
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[nasa 1. AHaTOMO-(PU3NONOTNYECKNE OCHOBbI CUCTEMbI KDOBETBOPEHWUS M CUCTEMBI FeMOCTa3a

e peTuKyayM (TOHKYIO CEeTh BOJIOKOH COeIMHUTENbHON TKAHM ),
B KOTOPOM PacCIoJIOsKeHbI TeMOTIOdTUYeCKre KIeTKH. VI3Menenns B
A/[BEHTUIINAIBHBIX KJIETKAX BIUSIOT Ha 0OBEM FeMOTIOITUIECKOTO
MPOCTPaHCTBA. AJIBEHTUITNAIBHBIE KJIETKA MOTYT YBEJIMUNBATHCS
M3-32 TIOBBIIICHUS COJIEPKAHNS B HUX JKMPA U TOT/Ia KOJMYECTBO
TeMOTIO3TUYECKUX KJIETOK coKparaercd. MUKpPOCKOMUYeCcKn 9TO
UMeeT KapTUHY IPEBPaIeHNsI KPACHOTO KOCTHOTO MO3Ta B JKEJITHII.
B ycioBUsIX MOBBIIIEHHBIX TPEOOBAHUI K KPOBETBOPEHUIO a/[BEH-
TUIMATbHbIE KIETKU YMEHbBIIAIOTCSI, CIIOCOOCTBYSI PACHINPEHUTO
TeMOTIOATUYECKOTO KOMITOHEHTA KOCTHOTO MO3Ta.

TemonioaTyecKre KJIETKW Pa3HbIX JIMHUM UMEIOT CTPOTO OIl-
pesieIeHHBI XapakTep pacrnoyokenns. MerakapuoIuThl JexKaT
OJIM3KO K aJIBEHTUIIHAJIBHBIM KJIETKAM U J[OCTABJISIIOT TPOMOOITH-
TBI TIPAMO B CHHYCBI Yepe3 TTPOCBETHI B MX CTEHKAX. DPUTPOIUTHI
06pa3yIoTCsi OKOJIO CTEHOK CHHYCOB, PACIIOJIArasiCh B BUJIE 9PUTPO-
6JIaCTHYECKUX OCTPOBKOB. IPUTPOIIUTHI C YCUITHEM ITPOXOJIST Yepes3
CHHYCOU/IAJIbHbIE TIPOCBETHI (BAABIMBAIOTCS ), OCBOOOKIASICH TTPU
3TOM OT sifiep. [ paHyIoIITHI JTeKaT TUCTATHHO OT CHHYCOB B BH/IE
b Y3HO PAcoOKEHHBIX OT/IEJbHBIX KJIE€TOK UJIH IPYIII KJIETOK.
Moutozibie siMbOIUTH 06pas3yoTCst Ha eprdeprn KOCTHOMO3TO-
BOI [IOJIOCTH U JIBUTAIOTCS 110 HATIPABJIEHUIO K 11eHTPY. JImMbormTs
pacrosaraloTcst OIMHOYHO UJTH MAJBIMU TPYTITIAMH OKOJIO CTEHOK
crHyCOB. JINMGOINTHI He HAKAIIJIMBAIOTCS B KOCTHOM MO3T€ 3a MC-
KJII0YeHNeM KOPOTKUX TIEPHOJIOB HETIOCPEICTBEHHO Tiepe/l BBIXOZIOM
B 1upKyJdiuo. PacroznaBaeMbix TuMbOUIHBIX (OTTUKYIOB B
HOPMaJIbHOM KOCTHOM MO3T€e HET.

Tumyc — numboanuTeTnaaIbHbI OPraH, PacloI0KeHHBII
B BEpPXHEM cpefocTeHnn. Kak 1 KOCTHBIM MO3T, TUMYC ABJISETCS
HEHTPAIbHBIM JTMM(POUTHBIM OPTaHOM.

Tumyc OkpysKeH (PHOPO3HOM KarICyJIoii, HUTH KOTOPOU (TpabeKy-
JIbl) TPOHM3BIBAIOT IAPEHXUMY OPTaHa, pa3/iesisisl ero CHavyasa Ha JiBe
JIOJTH, TTOTOM Ha JIOJTbKH. /[0JTbKa — OCHOBHAST aHATOMUYECKAS e/[ITHI-
11a oprana. [mcrosornuecku B 10JIbKe BBIIEJISIOT KOPY, COCTOSIILY O
Ha 80—85% 13 1MM(bOINTOB, U TIEHTPATBHYIO YaCTh, MJIX MO3TOBOI
cyioi, cocroammil Ha 80—85% u3 snuTeMaNbHbIX KIETOK.

JImmbonnnsie KaeTku TUMYyca nipeacTaBiaensl T-mmdonm-
tamu. CyOKarcyJisipHast 30Ha KOPbI COAEPKUT KPYITHbIE aKTHBHO
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Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosnormo

JeJIsinecst 6J1acTHbIE KJIETKH KOCTHOMO3TOBOTO IIPOUCXOK/IEHNUST C
TeMHO-CUHEN 1uTomIa3Moi. [1o Mepe co3peBanms OHM MUTPUPYIOT
B TJIyOOKHE CJIOM KOPbI, IPEBPAIAsiCh B HEIESIINECS MaJIble TH-
MOTIUTBL. M03TOBOI CJIOT COEPKUT TUMOITUTHI CPETHUX PAa3MEPOB.
Kpome Toro, mosaraiot, uto T-11MpoInTsl KOPKOBOTO BEIECTBA
MOTYT MUTPHUPOBATh B KPOBOTOK, HE 3aX0IsT B MO3TOBOE BETIECTBO.
C TOKOM KPOBU OHH TIOTI/IAIOT B IepudeprdecKue opraibl JUMQo-
IUTOTI093a — JUM(DATIYECKIE Y3JIbI ¥ CEJIe3€HKY, T/Ie CO3PEBATOT 10
TePMUHAJIBHBIX CTagui AU depeHITmpoOBKY.

Hemmmdbonaabie KeTOUHbBIE 9JIEMEHTBI TUMYCA TIPEICTABIEHBI
reTeporeHHON IPYIIIO 31U TENTNATbHBIX KIeTOK. ITU KJIETKU KOPBDI,
HUMEIOIIIKE [IUTOIIA3MaTHIECKUE OTPOCTKY JIVIMHOM /10 25 MKM, 13-
BECTHBI KaK JIEH/IPUTUYECKUE UTETNATHHBIE KJIETKU.

Hauunnag ¢ mybGepraTHoro Bospacra TUMYC HOJABEpPraeTcs
WHBOJIIOIINHY, XapaKTepuaytoleiicsa morepeil KOpTUKATIbHBIX TH-
MOITUTOB, aTpoduell SMUTETNATbHBIX KJIETOK W UX KUPOBBIM 3a-
metnierreM. K 40—45 rogam Gosiee uem 50% TrMyca 3amosiHsieT
JKupoBasd TKaHb. Ho JXup pacmosaraercs ToKa BHe MapeHXUMBbI
opraHa, oTjeJieH OT JUM@OITUTETUATLHOTO KOMIIOHEHTA CJI0EM
SIMTEINABHBIX KJIETOK WK GazaabHoil MeMOpanoii. Kpome xpo-
HUYECKOU BO3PACTHON MHBOJIIOIUU, TAMYC MOKET [10/[BEPraThCs U
AKTUBHOI MHBOJIONUY B PE3yIbTaTe CTPECCA WU IeHCTBUS TJTI0-
KOKOPTUKOCTEPOU/IOB.

Cene3denka — TuM@OPETUKYIAPHBIN OpraH, OTHOCITITHICS
K nepudepudeckuM IuM@POnIHbIM opranaMm. CTPYKTYpPHO B ceJie-
3€HKe BbIJIJISIOT MHOKECTBEHHbIE 30HbI KPACHOI 11 IO ITyJIbITbI
(puc. 1.2), pacroJioskeHHbIe BOKPYT BETBEl ceie3eHOYHOM (1eHT-
pasbHOIT) aprepuu. Beast myJibia mpejcrasisier co00it 30HyY, KOM-
IJIeKCHO 3aroyiHeHHyo T- u B-nmumdonntamu. HenmocpenctBenHo
BOKPYT IEHTPAJIbHON apTepun pacloaraioTcs IIOTHO yIaKo-
BaHHble MaJibie JuMdorntel CD4+ (T-xesmepsr). K nx rpanuiie
MPUMBIKAeT (QOIUKYJISIPHAS 30HA C TIEPBUIHBIMI 1 BTOPUIHBIMU
hosnmukynamu, coziepskaiiiast 3apo/ipiiieBbie eHTpol U3 B-numdo-
uToB 1 Makpodaros. OTnajeHHas OT EHTPa YacTh G0 My JIbITbI
B-keTouHOTO /1051 HA3bIBaETCS MAapruHAJIbHOU 30HOM, KOTOpast
TIJIABHO MTEPEXOUT B KPacHYTO My IbITy. KpacHas mysbIia COepsKUT
orpaHUYeHHbIe MaKpodaraMu CUHYChI, 3a1I0JIHEHHbIE KPOBBIO, U
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[nasa 1. AHaTOMO-(PU3NONOTNYECKNE OCHOBBI CUCTEMbI KDOBETBOPEHWS U CUCTEMbI FEMOCTa3a

KvipoBas knetka
(copepuT 3apoablLLEBbIE LIEHTPbI)

Benas nynbna MepuapTepuansHas
nmmdartuyeckas

obonoyka CeneseHoYHble TSXN

Kpaesas (KpacHo nMynbbl)

30Ha
LleHTpanbHas
aprepusi

TpabekynsapHas
BeHa

MynbnapHas BeHa

BeHo3Hble cuHychl
B KpacHow nynene

BeHO3HbIN CUHYC
(conpoBoxaatoLuiicst
6enoit nynenoit)

TNumdaTtunyeckuin ysenok

ApTepuanbHblil Kanunnsp,
3aKaH4YMBaILLMINCA B KPAeBOW 30HE

MepuapTepuanbHas numdarnyeckas obonodka

TNumdatunyeckun
cocya LleHTpanbHas apTepus

Puc. 1.2. Mopdosornueckast CTPyKTYypa Cele3eHKI

TSIKH, TPEACTABJISAIONTIE COOON BOTOKHUCTYIO CETYATYIO CTPYKTYPY
M3 PETUKYJI0IHAOTETNATBHBIX KJIETOK 1 TKAHEBBIX MaKpO(aros.

KpoBocHabskeH1e 1 KDOBOTOK CeJIE3€HKN YHUKAIbHBI. KPoBb
MOCTYyTIaeT B CEJIe3EHKY 10 CesJIe3eHOYHON apTepnuu, KoTopas pas-
JleJisieTCsl Ha BETBU, TIPOHUKAIOITUE B OPTaH 0 XO/Iy COEMHUTEb-
HOTKAHHBIX TsiKeil — Tpabekyr. V3 Tpabexy sipHOil BETBU KPOBb
nomajzaeT B 6oJee y3Kyio apTepuio, Tak Ha3bIBAeMYTO IIEHTPaJIb-
HYTO apTepHoJTy, a U3 Hee — B apTepHasbHble Kammigapsl. KpoBb
Yyepe3 apTepuasibHble KAlMJIISPhI TIOCTYIIAET B BEHYJIBI, 4 3aTEM B
cesle3eHOUHbIe BeHbl. [leHTpasibHbIe apTEePUOITBI TaKKe BXOIAT B
CUHYCBI M TSKU KpacHOU 1y ibiibl. VI3 cUHYCOB U TsxKel KpacHOM
MYJIBIBI KPOBB MTEPEXOUT HETIOCPEACTBEHHO B BEHO3HYIO CHCTEMY
CeJIe3CHKU.
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Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

B HopMe nupkympyolue spuUTPOIMUThI HAKATIJINBAIOTCS B
TSIKaX, a 3aTeM uepe3 HeOOJIbIIe OTBEPCTUST B 9HIOTEUI CHHYCOB
MEPEXO/ISIT B CHHYChI KPACHOI Iy JIbITBI, A JIaJiee B BEHO3HYIO CUCTEMY
cese3eHkr. CKOTJIEHIE 9PUTPOIUTOB B TSKAX MYJIBITHI C TTOCTIETY -
OTIM TTacCaskeM yepe3 HeOOJIbIIHE eI B CHHYChI Ha3bIBAETCSI UX
KoHAnTMoHpoBaHueM. C yBeslmdeHrneM CpoKa KU3HI 3PUTPOTTATHI
CTAHOBSITCST MaJI01e(hOPMUPYEMBIMI U HE CLIOCOOHBIMU TTEPEXOANTD
B cunychl. OHM 33/IePKUBAIOTCA B TSKaX MYJIBITBI U (GaroruTHpy-
10TCsT MakpodaraMu. DTOT MPOIECC TOTYYNIT Ha3BaHUe «0TOOPay.
YacTuisl apuTPOIIMTOB, HATIPUMeED SAACPHBIN MaTepuas (Terblla
JKosuin), neHatypupoBaHHbiil reMoryioOnH (Tesbita TeitHia) nim
MaJIIpUIHBIE TAPa3uThl MOTYT ITPH TTACCAKe SPUTPOITUTOB U3 TSKEH
IyJIBITBI B CUHYCHI 3aXBaThIBATHCS U 33/I€PKUBATHCS B CEJIE3EHKE,
a OCTaJTbHBIE SPUTPOIUTHI BO3BPAIIAIOTCS (TTPOTIecC HA3BIBAETCH
«BJIaBJIEHUEM» ) B KDOBEHOCHOE PYCJIO.

CeJte3enKa BBITIOTHSAET YHUKATbHBIE (hyHKIMN. Kak opran nm-
MYHHOI CCTEMbI OHA YYaCTBYET B AJTMMUHAIIMA MUKPOOPTAaHU3MOB
M aHTUTEHOB U3 Tepudeprnyeckoil KpOBM U B TEHEPAITNH TYMOPAJIb-
HBIX U KJIETOYHBIX (DAKTOPOB UMMYHHOI PEAKIINY HA YYKEPOHbIE
anturenbl. Cese3enka obecriednBaeT JeMOHNPOBAHIE 31I0POBBIX
KJIETOK KPOBU U CEKBECTPAIIMIO aHOMAJIbHBIX KJeToK. Cesie3enka
MPUHUMAET yYacThe B PETYJAIUN TTOPTaIbHOTO KpoBOoTOKA. [Ipn
HEKOTOPBIX [TATOJIOTUYECKUX COCTOSTHUSIX, CBSI3AaHHBIX C 3aMEIIEeHH -
€M WJI CBEPXCTUMYJIAIMEH KOCTHOTO MO3Ta, CeJIe3eHKa CTAHOBUTCS
MECTOM 9KCTPAMEJLYJIJISIPHOTO TeMOII093a.

Jumparuueckue ysanl (JIY) sasisiorcs nepudepudec-
KUMU opraHamu jiuMdoriossa. HecMoTpst Ha paccpesioTo4eHHOCTh
JUM(bOUTHOI TKAHH TT0 BCEMY OPTAaHU3MY, OHA BBITIOJIHAET (hyHKITUN
enmnoro oprana. Ha ee oo npuxoautest 1% maccesl Tea.

JIY nipezcraBisior co60it 06pazoBaHusi OKPYIJION, OBAJIbHOI,
6060BHUHOI, pexe JeHTOBUAHOI (hopMbl, pasmepamu ot 0,5 10
50 MM u Gosee. Ouu pacnoJaraioTes rpynnamu ot 2—6 g0 10 u
6outee 110 X0y JTUMGbaTHIECKUX COCY/IOB.

JInmarnaeckne y3int hopmupytores ¢ 11-i Heenn BHyTpAyT-
po6Horo passutust. C 3-ro Mecsia sMOpuoreHesa B HIX Pa3BUBAETCS
YHUBEPCATBHBII FeMOII033, KOTOPBII K KOHITY 7-T0 9MOPHOHAIBHOTO
Mecsa 3amersercs aumdornoaszoM. Hanbosbinero passurus JIY
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[nasa 1. AHaTOMO-(PU3NONOTNYECKNE OCHOBbI CUCTEMbI KDOBETBOPEHWUS M CUCTEMBI FeMOCTa3a

JIOCTUTAIOT K BO3PACTy 4—8 JieT. DTOMY IEePUOAY COOTBETCTBYET
1 abcoumoTHbI ((pusnosorndeckuit) TuM@OIUTO3. 3aBepiaeTcst
dhopmupoBanue uMmbaTudecknx y3naos K 12—15 rogam. Vx Bo3-
pacTHag WHBOTIONN HaunHaeTcs mociie 20—-30 Jrer.

JIY coemunensr ¢ numparudeckoii upkyJsiueit agdepen-
THBIMH (TIPUHOCSTIIIMY ), HAXOAATIUMUCS CO CTOPOHBI BBITTYKJIOH
nosepxHoctu (puc. 1.3), u apcdepenTHBIMU (BHIHOCSIINMU ) JTAM-
(haTmaecknMu cocysaMu, HAXOAAIIUMICS CO CTOPOHBI BOTHYTOH
nmoBepxHocTu oprana. JlumdonuTel moctynaioT B y3es uepes ad-
(bepenTHbBIE, 2 BBIBOAATCA 13 HETo yepe3 adepeHTHbIE TUMbaTH-
YeCcKue COCY/Ibl.

JIY okpy:KeH CoeJIMHUTETbHOTKAaHHON KaticyJioil. B Hem Bbijie-
JISTIOT KOPKOBBIH (HaPYsKHbIIT) 101, 00pa3oBaHHbII JIMM(MOUIHBIME
(honmmkymamu, 1 MO3TOBOI CJIOH, TPEICTaBACHHBIN TUMQPONTHBIMU
TszkaMu. KOpKOBBIH €101 B COCTOSTHMY TTOKOS 3aHnMaeT 1/3 opraHa,
MO3TOBOI cJoit — 2/3.

MpuHocAWwwMn nuMdpaTnyeckuii cocyn

Kancyna

NumdonaHbIn
donnukyn

CyGkancynsipHbilit
CUHYC

Knanan =—*[\#

Hanpaenenvne X773

ToKa UMb 3apopbiiue-

BbIli LEHTP

CoeauHuTenbHOTKaHHas
Tpabekyna

MosroBoii crnon

Bopota

Puc. 1.3. Mopdomnorugeckast CTpyKTypa TUMMATIHIECKOTO y3J1a
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Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

OcCHOBOI1 OpraHa CIy>KUT CTPOMaJIbHAS TKaHb, KOTOPAsi COCTOUT
U3 PETHKYJINHOBBIX BOJIOKOH, (hHOPOOIACTOB, PETUKYJISPHBIX, IEHI-
PUTHBIX KJIETOK. DTH CIIEIUATU3UPOBAHHbIE HeharouTupyoime
KJIETKA KOCTHOMO3TOBOTO TIPOUCXOXKICHNUS yIaCTBYIOT BMECTE C
Makpoaramu B Iipe3eHTalMy aHTUreHoB Ha T- u B-nuMbonuTsr.
B cocTaB cTpombr Tak:ke BXOAAT Makpodarn U THCTUOIUTHL. Tka-
HeBble MaKpodaru, COCTABJISIONNE eIMHYIO KJIETOUHYIO CUCTEMY C
MUPKYJIUPYIONIMMI MOHOIINTAMH, B HOPME PacIpe/ie;IeHbl PaBHO-
MepHO 110 JiuMbaTdeckoMy y3iy. BMmecTte oHn co3aioT Heo6xo1u-
Moe JIJIg Pa3BUTHS JTUM(MOIUTOB MUKPOOKPY KEHHE.

B cetu peTukyJIMHOBBIX BOJIOKOH KOPKOBOTO CJIOSI PacIioJia-
rafoTCs NIOTHBIE CKOTIIEHNS KIETOK B BU/I€ OBATBHBIX NJIN OKPYT-
JIBIX 00pa30BaHU — y3€JIKOB. ITO uMparndeckue hoJTHKYJIbI C
TepMUHATUBHBIMU TIEHTPaM — B-KyieTouHble 30HBI TMM(bOY3IOB.
Jlumbarrdeckuii HOTUKYJI SIBJISIETCSI MECTOM BBIPAOOTKH CIIETIN-
(bmaeckmx aHTUTEN B OTBET HA AaHTUTEHHYIO CTUMYJIATIHIO. Yucao u
pasMepbl JinMbaTnyeckux HOJITMKYJIOB U 3aPO/IbIIIEBBIX IIEHTPOB
oTIpeiesiFIoTCs (PYHKIMOHATBHBIM COCTOSTHUEM JIMM(PaTHIeCKOTO
y3J1a.

MesxdommmkyasgpHas 30Ha M 30Ha MO3TOBOTO CJI0S ABISATOTCS
T-xnerounsimu. B mumbartuueckom yaie npumepno 80% T-kiaeTok
otHocaTcs K T-xenmepam u npumepHo 20% — k T-cymnpeccopam/
[IUTOTOKCUYECKUM KJIETKAM.

JImmbaTdaeckre y3bl COCTABISIOT BOKHEHTIIIT KOMITOHEHT
MMMYHHOI1 3a1iThi opranusma. OHU cirysKaT OUoJIOrndecKuM (huJTb-
TPOM, OCYTIECTBJISIONUM UMMYHHYIO 3aITUTY € TTOMOTIBIO (haroiu-
TapHOM A€SATeJIbHOCTH CBOOOAHBIX 1 (PUKCUPOBAHHBIX MAKPO(DAros.
Taxske JIY SIBASIOTCSI OPraHOM aHTHTEJI000PA30BAHUS U BHIPAOOTKI
creruaan3upoBaHHbixX T-mumbonuTos.

IF'emomnoa3s. IIporecc kpoBeTBOpeHNd, NN TEMOTIO33, OCY-
HIECTBJISIETCS TIOCTOSTHHO W UCKJIIOUUTENbHO UHTEHCUBHO. B Mu-
HYTY B KPOBETBOPHBIX Opratax obpasyercst 6osiee 300 MITH. KITETOK
KPOBHU.

[maBHast 0COOEHHOCTH KPOBETBOPEHUST — TIPOLYKIINST OTPOM-
HOTO W B TO K€ BPEMS ONTUMAJIBHOIO KOJIMYECTBA KIETOK KPOBU
HYKHOTO BU/Ia, B HY>KHOE BpeMsI 1 B Hy;KHOM MecTe. [loBbitennas
noTpeOHOCTh OpraHu3Ma B JI060i PasHOBUAHOCTH KJIETOK KPOBU
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MOJKET 3aCTaBJISATh KOCTHBIN MO3T YCKOPUTH ITPOU3BOJICTBO 3TOH
JIUHUU B 5—6 pas.

OCHOBOITOJIOKHUKOM COBPEMEHHON YHUTAPHOU TEOPUU KPO-
BETBOPEHWS SIBJISETCS OT€UeCTBEHHBIN TCcTONoT A.A. MakcnmoB
(1874-1928) — nauanbHUK Kadeapbl TUCTOJOIMH 1 9OMOPUOIOTUI
Boenno-menunmnckoii akagemun ¢ 1903 mo 1922 r., umen-koppec-
nouyienT Poccuiickoit akajemuu Hayk, a ¢ 1922 r. — npodeccop
Kadenper anHaToMU YNKarcKOTo YHUBEPCUTETA.

Emte B 1907 r. A.A. MakcuMOB yTBEpP:K/1aJl, YTO BCE KJIETKH
KPOBY Pa3BUBAIOTCS U3 €IMHON POOHAYATHHON KJIETKH, UMEIOTeH
Mopdostoruto Masnioro siumdoruta. OH faj eif Ha3BaHUe «MYJIBTUTIO-
TeHTHas reMomnoaTnueckas ctBosioBad kietkay ('CK). Bee knetkn
nepudepnyeckoli KpOBU SBJSIOTCS ee MoToMKaMu. B 1ipoiiecce
nesenwii u puddepenimposku mysasrunorenTHoil TCK o6pasyercst
BCsI TEMOTIOTHYECKAst TKaHb, 00beIMHSTIONIAsT KaK KJIETKU-TIPEIIIeCT-
BEHHUKH, TAK ¥ CO3PEBAIOIINE, I 3PEJTbIe KIETKN KPOBH.

B nocaenytorem KpynHbIi BKJIA/] B U3y4eHHE ITPOIeCCOB KPO-
BETBOPEHUsT BHeC oredecTBeHHBIN Ouosior M.JI. Yeprkos (1927—
2009).

Ce200H51 2M0N033 ONPEVENSIOM KAK MHOZOCMAOUTIHBLIL NPOUECC
Oenenuil u duppepenvyuposku myavmunomenmnoi I'CK, 6 pesyan-
mame Komopozo 8 nepugepuieckyio Kposb NOCMynarom 3PUmpo-
yumot, mpombouumut u aetikoyumst (puc. 1.4). TCK B HeakTUBHOM
COCTOSHUM UMEIOT MOP(MOJIOTHUIO 3PENBIX JUMGBOIIUTOB, B aKTUB-
HOM — GuactoB. MImmyHosornueckum mapkepom I'CK siBiisiercst
mMeMmOpanubiil pertenitop CD34, onpeessieMblii ¢ TOMOTIBIO OTHO-
MMEHHOTO MOHOKJIOHAJIbHOTO aHTUTEJIA.

Temo11093 0OBeMHSIET /1B GOJIBIITIX OT/IE]a KPOBETBOPEHHSI:
MEEJI0N093 (Mpoliece 0O6pa3oBaHusi 9PUTPOIUTOB, IPAHYIOINUTOB,
MOHOIIMTOB X TPOMOOIIUTOB) 1 JIMM(DOTI093 (TIpoIiecc 0OpasoBaHUsT
T- u B-numdoruros). B nmporiecce aenennii u guddepeHnpoBKu
myabrunorentHoil TCK o6pasyiorcst mocieayomnme reHepaiim
reMOTIO9THYECKUX KJIETOK — 3PUTPOIIUTHI, TPOMOOITUTBHI U BCE Pa3-
HOBUJIHOCTH JIEMKOI[UTOB.

Ha cerogasmmamii IeHb 9KCIIEPUMEHTAJBHO MTOATBEPIKIAEHO OT-
cyrcrsre y 'CK HeorpaHU4eHHOIT CITOCOOHOCTH K CAMOTIOJIIEPIKa-
HUIO, T.€. «OecemepTusi». MyubrutiorentHbie I CK 3akiaibiBatoTcst

23



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

1mnondedesawod| |

@ 19eLgondoH
vigHauudoeeq

1oeugoinnondexelsy  Loeugodinde
X 4

MMHHag0amTadu-ex1aLy seHdeLlmnondeselaw/odind

@/

eeeoLopwnLl
SUHHagLOamTadu-exLaLry

O Begouogld

-

ST ITETIT]
0 @ @ MMHH8L0eMTadU-B)L1aLN
BeNOShNLUATHOTOHO
1mnoureunodu-LoeLrq O

MMHHa8108MTadu-ex et
seHdeLmnoHow-oLAHed |

e O

BEEOLIOLIBNIN
SMHHa8LoaMITadU-ey 1Ly

Jedpodve|y
2t

Lunogoumny 1oeLgodgud

exLaml KNIA_ENSEQ._.O.D.IO

e

@ e)laLn segouoald KNIINmOQ_\_._.SS_S_Ov_

exitam
BE)O8hM1EOLOWS |

JEON UIFGHLOO0}Y

24



[nasa 1. AHaTOMO-(PU3NONOTNYECKNE OCHOBbI CUCTEMbI KDOBETBOPEHWUS M CUCTEMBI FeMOCTa3a

BuHodogLag0dM BWOX))

imnodnmu- |

@

»
®
mmmo:oﬁs_sz/

\J

mnodwu-g

nocpwnL-|

Lmnocpnmu-|
\

10BLIQOHANNN-g Lunoweewr |

® @)

mnocwnL-g

.« @
iunoweeLr| |
c eeeoLoNmL-g

\ NMHHag109mTad] |

1mnodinde
(O
191mnogwod] »

Lo lo =]
0%0 unouAsinLag

umncoeeq

mnouiiniad

NIGHILM P UM
1unoundesels|y ~ P10

T ¥

19.01N

*

VigHaLmdoLenodxuLIo] |

\rﬂp

V] oud
exLeLnt
BeNoahnLndoHaT
@ Jecpodve|y
9
uncoHneog

@ LmdodiveH

AHHeE
-10omiradu-exLaL
BexoahnLndoHat
LUTNOHO
191mnouAHeds \\
9I9HdaTBOLHAaWIBD/0)hOLE| | @
Bm:mo:os_

OLRUINBLB|A|

Py »

25

Heido
mnidsahuitednwu|s



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

B IIpolecce SMOPUOTeHe3a B KOJMUYECTBE, 3HAYUTEbHO TTPEBbITIA0-
IeM B HOpMe MOTPeOHOCTH YeJIOBEYECKOr0 OpraHi3Ma Ha Mepuojl
Beceil sxkusHu. ['CK BeTynaroT B »KU3HEHHBIH 1IUKJIL, T.€. B aKTUBHBIN
npoiiece aejaeHuit u audhepeHIpoBKM, 0 Mepe HaoOHOCTH JJIst
obecriedeHusT ONITUMATBHOTO KOJIMYECTBA 3PEJIbIX KIETOK B IEPH-
(epuaeckoii KpoBu.

B HopMe KpoBeTBOpeHUe Y UeI0BeKa IOJIMKIOHAIBHO, T.€. TIPEe/I-
CTaBJIEHO TTIOTOMKAMU He OTHO, a otpeziesieHHoTo KoamdectBa ['CK,
3arnyIieHHbIX B IIpoltecc geeHuii u quddepenimposku. Kak Ob110
MOKA3aHO B OTIBITAX Ha MBITIAX C BOCCTAHOBJIEHHBIM MTOCIE 00Ty de-
HUST KPOBETBOPEHUEM, GOJIBINHCTBO KJIOHOB BOCCTAHOBJIEHHOTO
KPOBETBOPEHUS ABJSIOTCS HEOOBITMMU, JIOKAJIBHO PACIOJIOKeH-
HBIMH, 32aHUMAIOIIMMK MAJYI0 YacTh KPOBETBOPHOU TEPPUTOPUH,
XOTST MOTYT CYTIIEeCTBOBATh TUTAHTCKUE KJIOHBI, 3aCETAIONINE BCIO
KPOBETBOPHYIO crcTeMy. IHTEHCUBHOCTH OOMEHa KPOBETBOPHBIMHU
KJIETKaMW MEXIY Pa3TUIHBIMU y9acTKaMU KPOBETBOPHOH cucCTe-
MbI HeBeJInKa. KpoBeTBOpHbIE KJIETKU HE HAXO/STCS B COCTOSTHUN
«TTOCTOSTHHON TPaHCIIAHTAIINHY, & (DYHKIIMOHUPYIOT JIOKAJIBHO U
BBIXO/IAT B KPOBb IVIAaBHBIM 00Pa3oM B BH/IE 3PEJIbIX KiIeTOK. [1po-
mudepatushbiii norennuan I'CK He 6eckonedeH, 1, Kak IPaBuIo,
kaxkzaas u3z 'CK npoayinupyeT KI0H, UCTOIAIOIINUICS B TeUeHUe
1 Mmecarra.

lemomnoaTnueckass TKaHb KOCTHOTO MO3Ta TIPE/CTABJISIET CO-
60i1 COBOKYITHOCTb MOP(OJIOTHYECKN HePacllo3HaBaeMbIX KJIETOK-
MPeIIeCTBEHHUKOB U MOP(OJIOrMUECKU PACITO3HABAEMBIX KJIETOK
crennIecKknx JUHUH arnhhepeHITnpoBKA.

Tepmun «mopgponozunecku nepacnosnasaemvie Kiemrku-
npedwecmeennuxu> oovepunsier sce FCK, He pasnndnMbie MesK-
Iy coOOiil 10 BHENTHEMY BHLY, UMeoIire MOP(hOJTOTHIO 3PeJIbIX
muM@oIUToB Win TuMMo6aacTOB. BhIZIEIAIOT HECKOJIBKO KIaCCOB
MOP(DOJIOrUIeCcKr HEPACTIO3HABAEMbIX KJIETOK-TTPE/IIIIECTBEHHUKOB:
kiace myssruniotentabix ['CK (crocobmbl muddepeHmpoBaThest
BO BCe JIMHUU TeMOI1033a), Kiacc noaunoteHTHeIX [CK (nudde-
PEHIUPYIOTCS B HECKOJIBKO JUHUM reMOII093a, HallpUMep, KIeTKa-
MIPe/IIIECTBEHHUK MUEJIOTI093a WU JIMMQOI10932) U YHUTTOTEHTHBIX
I'CK (xneTku-mpenecTBEHHUKN KaxkKI0TO psana nuddepeHiiu-
POBKU — TI'PAaHYJIOIUTOI093a, IPUTPOII0I3a, METAKAPUOIUTOIIO-
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93a, MOHOI[MTOI033a, T- nan B-aumdornoasa). [lonumoreHTHbIE
Y YHUTIOTEHTHBIE KJIETKU-TIPE/IIECTBEHHUKN ABJISIOTCS YKe TaK
HA3bIBAEMbIMY KOMMUTHUPOBAHHBIMU TIPE/IIIECTBEHHUKAMHU. YCTa-
HOBJIEHO, YTO KOMMUTHPOBAHHBIE KIETKU-TIPEINTECTBEHHUKH CIT0-
COOHDBI K PA3MHOKEHUIO U 00Pa30BAHUIO KJIOHA TOJILKO TP HAIUYUI
CTHETNATBHBIX CTUMYJINPYIONUX (HDaKTOPOB (IIMTOKUHOB).

Mopdgonoeuuecku pacnosnagaemvle Kaemrku cneyugpuuec-
Kux ps006 ouppepenyuposxu pactpeiesieHbl MEKLy ABYMsi 00JIb-
HIMMHU OT/IEJIAMU KPOBETBOPEHUS — MHUEJIOTI0930M U JTUM(DOTIO930M.
Bce mopdonornyeckn pacriosnaBaeMble KI€TKU-TTPEIIECTBEHHUKH
obpasytotcst myreM auddepeHIMpoBKN 13 OoJiee paHHUX TPe/-
IIECTBEHHUKOB U OBICTPO TOBEPTAIOTCS TEPMUHATBHON re-
PEHITUPOBKE.

Muesionoas oObeuHsAeT KaKk MUHUMYM 6 KJIeTOYHbBIX JIMHUI
nuddepernpoBku. K HUM OTHOCAT MeraKapuOIUTAPHYIO JIMHUIO
(MeTakapmoIMTOTI033), PE3yJIbTaTOM KOTOPOH SABIATOTCS TPOM-
GOIUTDHI; HSPUTPOIUTAPHYIO (IPUTPOIMTOI0I3) ¢ 0OPA3OBaHUEM
HPUTPOIMTOB, MOHOIIUTAPHYIO (MOHOIMTOI093) ¢ 0Opa3oBaHUEM
MOHOIIMTOB, a TAK;KE TPU JIMHUH, OObEeIMHEHHbBIE B PAMKAX IPaHy-
sonuTapHoi inddepeHTmpoBKY (TPaHyIOIUTOII033 ), TPOYIINPY-
fo1ue HeHTpodubl, 6a30(pUIbI U 503UHOMILILL.

JInmporioas obbeaunstiet ase uHun auddepernuposku: T- u
B-numdonoas. Kaxaas aunus nuddepeHiinpoBKu JTUMEGOINTOB
peajmsyer JiBa 3Tara, 3aKaHIMBAIONIIXCsT 0OPa30BAHNEM 3PEJIBIX
aumdoinToB. IlepBblil — aHTUTEH-HE3ABUCUMBIN — aTam Aud-
(hepentmpoBky 3aBepinaetcst hopMupoBaHUEM MOP(OTOTHIECKT
3peJIbIX, HO UMMYHOJIOTUYECKU HE3PEJIbIX, NN «HAUBHbIX», T- 1
B-mamdormtos. Bropoit — aHTHUTeH-3aBUCUMBIIT — 9Tl BKITIOYAET
peakiuio 6aactrpancGopMaIii, TPOUCXOSILYIO TTOCJIE BCTPEYH
T- 1 B-mmMdonmToB ¢ aHTUTeHaMU, U 3aBepIaeTcst 00pasoBaHueM
CIENUATU3UPOBAHHBIX T-TUM@OIUTOB (XeIIepoB, CYIPeccopoB,
KHUJIJIEPOB, KJIETOK TAMATH U IP.) 1 B-muMbOIMTOB — NTasmarndec-
KUX KJIETOK, B-71uMbOIUTOB, CEKPETHPYOINX MMMYHOTJIOOY IMHBI,
u B-mumdboruto namsaTu.

Kasknast muaus qnuddepeHnnpoBKu MOp@OJIOrHuecKy pacios-
HaBaeMbIX KJIETOK HAUMHAETCS CO CTA/IH, 0003HAYaeMON TEPMUHOM
«bmacT» (Merakapuob6actT, 5puTpodIacT, MUEI0HIACT, MOHOOJIACT,
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T-numdobaact, B-numdobaact). Bract — 910 pomoHavanbHast
KJIeTKa psaga AudhepeHmpoBKY, UMeoTast OTIMINTeTbHbIE MOP-
dosornyeckue npusHaku psaga. Tak, HapuMep, B Mueso0IacTe
NosIBJIsIeTCsT Hectiennduueckas a3ypoduiibHast 3epHUCTOCTh. KieT-
KU ITPOMESKYTOUHBIX CTaAu il [ depeHIIMPOBKI 0003HAYAIOT TIPH-
CTaBKOU <IIPO» U Cy(HHUKCOM «IIUT»: IIPOMHUEOIUT, IPOMOHOIUT,
NPOJUMQOIUT, TPOIPUTPOKAPUOITUT (IPOHOPMOIIUT). 3PeJibie
KJIETKU KPOBHU MMEIOT TOJBKO Cy(hPUKC «ITUT»: MOHOIIUT, TUMDO-
I[UT, 9PUTPOIINAT, TPOMOOIINT, TPanHyIo1nuT. KOHEYHBIMU CTaUsSIMU,
Ha KOTOPBIX, KpoMme nudhepeHIIupoBKH, ele TTPOUCXOAUT TPO-
1IECC JIeJIEHUS, SIBJISTIOTCSI MATEPUHCKUN MUEJIOTUT, 6a30(DUIbHbIIT
HPUTPOKAPUOITHT, Ha30(PIILHBIIT METAKAPHOIIUT.

[Iportecc nupdepeHITMPOBKY KJIETOK BHYTPU CHETTUMDUIECKUX
PSI/IOB BKJIIOYAET BbI3pEBAHME s1/[Pa (CETMEHTAIHS €70 UJTH BHITAJIKH-
BaHUe U3 KJIETKU ) U BbI3PEBaHUE IUTOIIA3MbI (HAIIPUMED, CUHTE3
reMorjI061Ha, BhI3peBaHue JIM30COMAIbHBIX 1 APYIUX (DEPMEHTOB
B I'PAHYJIOIUTAX).

ITporiecc auddepeHIMpoBKH OT HIacTa 10 3peoro (GopMeH-
HOTO 9JIEMEHTA KPOBY COIPOBOK/IAETCS JIOCTATOUHO BBIPAKEHHBIMU
OTJIMYUTEIHHBIMU MOP(OJIOTUIECKUMU U3MEHEHUsIMU, B ¢cBsi3u ¢
9TUM, KPOMeE CTaIHil «OJIacT», «[IPO-IIUT» W «I[UT», B OTAEJbHBIX
psinax audGepeHInpOBKY, HATIPUMED B TPAHYJIOIIUTAPHOM U 9PUT-
POIIUTAPHOM, BBIJIEJISIIOT HECKOJIBKO TIPOMEKYTOUHBIX cTanil. Ha-
HPUMED, B IPAHYJIOIMTOIOA3€ BCIIE] 32 MHETIO0IACTOM Pa3InIaioT
TaKKe IPOMEXKYTOUHbIE cTajnu [uddepeHIMPoBKHU, KaK IpoMue-
JIOIUT, MUEJIOIUT (MAaTEPUHCKUN U IOYEPHUIT ), METAMUEIOIUT, U
y>Ke TIOTOM 3peJible KJIETKU — ITAJIOYKOsI/IEPHbIE U CEIMEHTOSI/IEPHbIE
HeiTpoduibl, 6a3oduiibl, 503MHOGUIBL. TIpH 5TOM «IaTOYKU» 1
«CETMEHTBbI» — 9TO He T0CJe/0BaTe/IbHbIE, a apaJiebHbie (op-
Mbl i depeHInpoBKY. Takas opranusarys rpaHyJIoNUTON093a —
cBOe0OPa3HbBIN afanTallMOHHbI MeXaHu3M, obecrednBaonmii 60-
Jiee OBICTPBIN BBITYCK MAJIOYKOSIIEPHBIX KJIETOK U3 KOCTHOTO MO3Ta
B YCJIOBUSIX TSIKEJIBIX BOCHAJINTENBHBIX TPOIECCOB, TPEOYIOMNX
o6pas3oBaHust OOJIBIIOrO KOJMYECTBA HEHTPODHUIOB.

OcobeHHOCTSIMU IPUTPOITI0I3A M METAKAPUIIUTOII0I3A SABJISI-
eTcs pasjesieHre U 0003HaUEHUE KJIETOK MPOMEKYTOUHBIX CTa-
it udepeHIuPoOBKY 110 XapaKTepy OKPACKU UX ITUTOIIa3Mbl
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KHUCJIBIMU KpacuTeJsiMu: 6azoduiibHast, moJnxpoMaTohuibHast 1
okcuduibnHasg. [Ipn aToM ciremyer TOMHUTD, 9YTO OCHOBHASA Mac-
ca Ge3bsIIEPHBIX 9PUTPOIUTOB 00pa3yeTcst He M3 OKCU(DUIbHBIX
HPUTPOKAPUOIIMTOB (HOPMOOJIACTOB), & U3 MOJUXPOMATODUITH-
HbIX. OKCUMUIIBI TPEACTABISAIOT COO0I pyAnMEHTaPHYIO (hOpMY
KJIETOK.

Perynsinusa npomecca KPOBETBOPEHUS OCYIIECT-
BJIIETCS TYMOPATHHBIMHA aKTUBUPYIONUMHI WJTH TTO/IABIAIONTIMHT
KJIETOYHYI0 aKTUBHOCTD (pakTopamu ((hakTopbl pocTa, MJiu IIUTOKHU-
HBI ), CEKPETUPYEMBIMU KJIETKAMU MIKPOOKPY/KEHM:, a TAK)KE depe3
HEIOCPE/ICTBEHHOE BJIMSIHUE KIETOK MUKPOOKDPYKEHUS, TIPEK/IE
BCETO CTPOMAJILHBIX 37IEMEHTOB. TePMUHOM «ITUTOKMHBI» HA3BIBAIOT
ryMopaJibHble (PaKTOPBI, BIUSIONNE HA KIETOUHYIO aKTUBHOCTb.
[TurokuHoBast ceTb (HAOOP CTUMYJTUPYIOIMX UK HHIMOUPYIOIINX
[UTOKMHOB) 06ecIieurBaeT TOYHbIN U aJeKBaTHbII OTBET FeMOII0d-
THUYECKOW CUCTEMbI Ha BO3HUKAIOTI[HE TIOTPEGHOCTHU B KJIETKAaX KPO-
Bu. OCHOBHBIMU PA3HOBUJHOCTSIMU IIUTOKUHOB SIBJISIIOTCSI MHTEP-
aeiikunel (MJ1) 1 kononuectumysnpyiomue gaxrops (KCD).

Yucio KJIETOK B riepudepruiecKkoii KpoBY B €JIMHUILY BPEMEHU
PETYJIMPYeTCst TI0 PUHITUITY 00paTHOM cBsi3u. Harprmep, kosrmaec-
TBO SPUTPOIUTOB B 00PAIEHUHN U CO/lePKaHUe FeMOTrJIOOMHA B HIX
3aBUCST OT HOTPeOHOCTEN TKaHeil B Kuciropoe. HauanbHblit oTBeT
opraHusMa Ha yBeJIdeHue OTPeOHOCTH B KHCJIOPO/IE OCYIIIECTBIISI-
eTcs 4epe3 yyaleHue ApIXanns (OJBIITKY ) M KapAMOBACKYJIIPHYIO
KOMIIEHCATOPHYIO PeaKITnio (TIOBbBIIIEHNE YACTOThI CEPJEYHBIX CO-
kpartiernit ). Ecsin Bogpocias toTpeGHOCTD B KUCJIOPOJIE COXPaHsI-
€TCsl JI0JIbIIIE HECKOJIBKHMX YACOB, 9PUTPOII0I3 CTUMYJIUPYETCS Yepe3
YBeJTMYEHHbIH BbITyCK aputponoatrHa (I110) — Mmonexynsaproro
CTUMYJISITOPA APUTPOII033a. IPUTPOIIOITUH TTPOU3BOJAUTCS 10U~
KaM¥, TeraToIUTaM1 M 9H/I0TeJTNATbHBIMHA KIETKAaMU BEHO3HBIX
COCY/IOB.

Kpome 3110, nefictByroniero HaunHas ¢ ypoBHS KOMMHUTH-
POBAaHHBIX KJETOK-TIPEIIECTBEHHUKOB, BbISBJIEHBI IIUTOKWHBI,
aKTHUBUPYIONINE B MEPBYIO0 o4Yepe/ib BEPXHUE ITAXKN MePapXuu
kpoBerBopennsi: DCK (dakTop ¢TBOIOBBIX KiIeTOK), FL-aurany
(dakrop, o6HAPYKEHHDIN B 9MOpUoHAIbHOI TTedenn ), VJI-1 u ap.
OHM HEOOXOAMMBI He TOJIBKO JIJIsT TPOJindepalinu, HO U JIJIsl BbIKH-
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BaHUs «PAHHUX» KJIETOK, KOTOPbIE B OTCYTCTBUE COOTBETCTBYIOIINX
(haxTOpOB TMMOIBEpratOTCA AMONTO3Y.

YHUIIOTEHTHBIMY PeryssiTopaMu UM GepeHIIMPOBKE SIBIISIOTCS
rpaHyJIOUTAPHBIN Koslonnectumyupyiormii hakrop (I[-KCD) —
JUUIST TPAHYJIOIUTOB, MaKpO(haraabHbIN KOTOHUECTUMYJIUPYIOITUN
dakrop (M-KCD) — s monotnuroB-makpodaros, NJI-5 — jist
sosunodunos, MJI-3 — piag tpomboruros, NJI-3/MNJI-4 — pia
6azoduios, IO — Ayt SPUTPOLUTOB.

Hapsiny c iuroknHamu, CTUMYJIMPYIOITUMY KJI€TOYHYIO aKTHB-
HOCTb, OOHAPY’KEHBI IINTOKMHBI, HHIHOUPYIOIIIE KJIETOUHYIO TIPO-
sudepaimio. B ux yuciao Bxonsat nnrepdepoH-raMma, ceMelicTBO
DHO (daxrop Hekposa omyxoeit ), JTJND (J1eiiko3-uHruOupy onuii
daxrop) u ap. [Ipu aTom adpperT TOpMOKEHHS POCTA OHUX KJIETOK
MOJKET COMTPOBOKAATHCS YCUTEHHBIM Pa3MHOKEHNEM JIPYTHX.

OnIHUM U3 IPUMEPOB ITPAKTUYECKON peasn3aliiy pe3yJIbTaToB
(bynmamenTambHBIX MCCIETOBAHUH CHCTEMBI KDOBETBOPEHUS CTATIO
HOSIBJIEHIE B KQ4eCTBE JIEKAPCTBEHHBIX CPE/ICTB PEKOMOMHAHTHBIX
CTUMYJISITOPOB TeMO11093a. K nx 4ncry OTHOCST PeKOMOUHAH THBII
sputponoatun (pIAIIO), makpodaraabHbIl KOJOHUECTUMYITUPY-
fomuii paxrop (M-KCD), rpanyionuTapHbiii KOJOHUECTHUMYJTH-
pytomuii paxrop (I'-KC®D), sHoreHHDIH JTUTAH]] IS PEIETTOPA
TPOMOOTIOITHUHA U JIP.

1.3. MeTabonutbl 3puTpPONO33a U €ro perynauusa

JLJ1st aIeKBaTHOTO TIOTPEGHOCTSIM OpraHi3Ma 06pasoBaHUs KJe-
TOK, TPESK/IE BCETO APUTPOIIUTOB, TPeGYeTCst HOJIBIIOE pasHOOGpasme
(bakTOpPOB, KOTOPBIE IOCTYIIAIOT B OPraHU3M UeJIoBeKa ¢ ruiieit. Mx
MPUHATO HA3BaTh «IMATIEBLIMU (hakTopaMm». OHI BKITIOYAIOT B ceOs
GeJIKU, aMUHOKUCJIOThI, BATAMIHbI I MUKPO3JieMeHTbl. Hu o1uH 13
HUX He YHUKAJIEH, T.e. HeOOXOINM He TOJIBKO JIJisl 9PUTPOTI0I3a, HO
U JIUIS IPYTUX TIPOIIECCOB JKUBHE/ESATETbHOCTH.

[Tpu pedunmre GOMBIIUHCTBA MUIIEBBIX (AKTOPOB aHEMMUS
SIBJISIETCST HAMOOJTee O3IHUM CUMITTOMOM. B uncsio Takux haktopos
BXO/SAT MUKPOSJIEMEHTBI (Me/lb U KOOAJIBT), BUTAMUHBI (ITUPUIOK-
cuH — BuTaMuH B, pubodaasun — sutamun B,, HEIKOTHHOBasA
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kucaoTa — Butamud PP, ackopbunosas kucaora — sutamut C,
BuTaMuH A, Tokodeposr — Butamu E), a Takske 60K, aMUHOKHC-
JIOTBI ¥ KQJIOPUIHOCTD IHIIU B I1EJIOM.

OpnHako cymiecTByeT ps/i MUIIEBBIX (haKTOPOB, MTEPBBIM MPO-
sSBJIeHUEM Je(UITUTA KOTOPBIX CTAHOBUTCS PAa3BUTHE aHEMUU.
K rakoBbim oTHOCST Keme30 (Fe) u Buramutbr: kobamamuH (BuTa-
muH B, ), dommesyio kuciory (Butamun By). imenno atu paktopb
MOKHO OOBETHHUTD TIOHSATHEM «METabOIUThI IPUTPOITIOI3A».

1.3.1. O6MeH xkene3a

Keneso (Fe) — onnn u3 Hanbosiee BasKHBIX MUKPOIJIEMEHTOB
B opranusMe 4ejioBeka. OH y4acTByeT B TPAHCIIOPTE KUCJIOPOJIA,
B OCYIIECTBICHUN OKCUAATHBHO-9HEPTETUYECKON (DYHKITUN MU-
TOXOHAPUU, MHAKTUBAIINH JIEeKapCTB U TOKCMHOB, cuaTe3de JJHK.
Kemezo — oxun n3 HanboJiee MMPOKO PaCIPpOCTPAHEHHBIX MUKPO-
3JIEMEHTOB B OKpY>KatoteM Mupe. B To ke Bpems medpuniur skesesa
B OpranmuamMe — BaskHelinast mpo0JieMa, CBsI3aHHasl C TUTAHKEM,
BCTpevarorasicss mpuMepHo v 20% deT0BedecKoi oMy IS,

¥Yxe B rpeveckoii MUGhOIOTHY TPU3HABATIACH BAKHOCTD JKeJie3a
JUIS SKU3HEes TeTbHOCTH opranuaMa. Bpaun Erunta, Pumckoit nm-
MIEPUH MCTTOBb30BAJIH JKEJIe30 B MATHUYECKUX IeJISX, TBITAsICh Yepe3
yrorpebJieHre MUTHeBO BO/IBI UM BUHA, B KOTOPBIX PiKaBes MeY,
MPU/IaTh BOMHY CUJIY CTAJTH WX JIEYUTh UMITOTEHITHIO.

Hopmasbubiii o6Mmen Fe B opranusme — 3a10r eCTeCTBEHHON
3alllUThI OT AaHEMUU U paHHero crapenust. Kak gedurur, Tak u n30bi-
TOK JKeJie3a IPUBO/ISAT K PA3BUTHIO MTATOJOTUYECKUX COCTOSTHUI.

Ob6iee kosmuectBo Fe B opraHu3mMe MyKYWH COCTaBJISI-
et 50 mr/xr (mpu Bece 70 KT — 3,5T), B OpraHu3Me JKeHIUH —
35 mr/kr (mipu Bece 60 kr — 2,1 1). Hauboubmias mous (67-70%)
9TOTO JKeJie3a COAEPIKUTCS B TeMOTJIOOUHE 9PUTPOIUTOB. B Muo-
rio6une npucyrcrsyer 130—150 mrkesesa. B crpykrype okucu-
TeJIbHO-BOCCTAHOBUTEJIBHBIX (pepMeHTOB (ITUTOXpOMOKCcHa3b! C,
Kartasasbl, pepmenToB ukaa Kpebcea) comepskutest 10 8 Mr kesesa.
Jlerio Fe B Buzie hepputnia u remocueputa Braodaet ot 0,5 10
2,0 ry myzxuun u ot 0,3 10 1,0 Ty sKeHIImH.

Kax moctyruienue, Tak u motepu Fe n3 opranusma Becbma or-
paHUYEHbI 110 CPABHEHUIO C aKTUBHBIM OOMEHOM Kejie3a BHYTPU
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OpPraHM3Ma MKy dPUTPOIUTAMU IIUPKYJIUPYIOIIeil KPOBU, MaK-
podaramMu peTUKYJI09HIOTENNATBLHON CUCTEMBI U 9PUTPOHOM.

Dusnosornvyeckue MOTEPU yKeyre3a ¢ MOTOM, MOUYOH, KaJoM
(snuresmanbhbie KiaeTkr JKKT, MOUeBBIBOANINX My TEM, KOKW) Y
B3POCJIBIX MYKUMH U HEMEHCTPYHUPYIOIIUX JKEHIITUH COCTABJSIOT B
cpenueM 1,0 mr B enb (ot 0,6 10 1,6 mT). [lommoTHUTETBHBIE TIOTEPT
JKesie3a 00yCJIOBJIEHBI Y JKEHIITMH MEHCTPYalbHBIMUA KPOBOIIOTE-
psivu u coctasysioT ot 0,036 1o 1,5 Mr B cytku (v 10% skeHTmm).
Kpome Toro, MOryT umMeTh MeCTO CKpbITbie KpoBoTeueHus u3 JKKT
(TTpenMyTIeCTBEHHO Y MY>KYWH ). 3HAUNTEIbHBIE 3aTPATHI JKese3a
U3 JIETI0 IPOUCXOAAT B Iepuoj 6GepeMeHHOCTH — Ha oOpa3oBaHue
MJTATIEHTBI, 9PUTPOIUTOB MJI0/1a U 1. JlomoTHrTehHO K (hr3nosio-
TUYECKUM [TOTEPSIM CYTOYHBIN PaCcX0/l Kejie3a y GepeMeHHOM COCTaB-
asiet B I tpumectpe 0,8 mr/cyT, Bo 11 tpumectpe — 4,0-5,0 mr/cyT,
B III Tpumectpe — 110 6,3 Mr/cyT. B 11es10M HeocsiokHEHHbBIE Gepe-
MEHHOCTb ¥ POJIbI COMTPOBOKIAIOTCS TIOTepeit 650 MT xese3a.

BcacbiBanue esesa U3 Muiy BecbMa orpanudeno. Ipu cba-
JIAHCUPOBAHHOM ITUTAaHUN B oprannam noctymnaeT 10—-20 mrkesesa
B CYTKH, a BCACBIBAETCS TOJIBKO 0K0J0 10% — 1—2 MT. DT KOJIH-
YecTBa HAIIPABJIEHBI HA KOMIIEHCAINTO (PU3UOTOTUIECKIX MTOTEPD
JKeJie3a. BecachiBaHue JKejie3a MOKET YCUIMBATHCST IPUOIM3UTENHHO
B 3—5 pas, ecJiu JIeTo XKejie3a NCUEPIIAHO NN MMEET MECTO TIOBbI-
HIeHNEe CKOPOCTH 3PUTPOTIO3A.

B HOpMe 00111ee KOJTMYECTBO KeJie3a B OPraHu3Me HMeeT TEH-
JICHITMIO OCTABATHCS OTHOCUTEJIbHO ITOCTOSTHHBIM. [Ipu 9TOM 0CcHOB-
Hoe KosmdecTBO Fe, HeoOX0MnmMoe [I7ist SPUTPOTI0d3a, OCTYIIAET B
aputpoH (20—30 Mr B CyTKH) B pe3yJibTaTe PeIupKyJISIInug sKeje3a
13 TeMOTJIOOMHA 9PUTPOITUTOB, (haroiuTHPOBaHHBIX MaKpodaramMmu
CeJIe3EHKH.

I'maBHOe MecTo BcackiBanms Fe — nBenaiiaTuepcTHasg KUIIKA.
Cy11ecTBYIOT /[Ba ITUTIEBBIX NCTOUHUKA JKEJI€3a: TIEPBBIN — JKeJIe30 13
reMa 1 BTOPOH — skeJie30 B (popMe noHa (Min XeaTHOe JKeJe30).

VICTOYHUKOM 2eM08020 Jicesie3a SiBJSIOTCS OEJIKU TTHIIEBBIX
MPOYKTOB JKHBOTHOTO TIPOUCXOKAEHUST — MSICO JIIOOOTO BH/IA, T1e-
4yeHb. [eMOBOE JKeJTe30 HanboJIee JIETKO YCBAMBAETCSI OPTaHM3MOM.
Ero BcaceiBanme NpakTHYeCKU HE 3aBUCUT OT JIOMOJHUTETbHBIX
(haxTopos n ot coctasa jirierbl. OJIHAKO CJIeyeT TOMHUTD, UTO TOJIb-
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ko 10—15% skesre3a B HeBereTapuaHCKUX IUETAX PA3BUTHIX CTPAH
HaxoATCI B (hopMe rema.

ToYHBIII UCTOUHUK HE2eM06020 JHcene3a He U3BEeCTeH. JTO
IJIaBHBIM 06Pa30M pacTUTesIbHbIe OEJIKH, caXapa, COJIU JIMMOHHOM,
MOJIOUHOH KUCJIOTbI, AMUHOKUCJIOTBI. HekoTopbie 1uiieBbie mpo-
JLYKTBI, BKJII0Yast MyKY U IeTCKUe cMecH, oboraiieHbl skese3oM. OHu
MOTYT ObITh Ba’KHBIM HCTOUHIKOM HET€MOBOTO sKeJie3a. BecachiBanue
HETeMOBOTO JKeJie3a HaXOANTCS B 3aBUCMOCTHU OT PAa3TUIHBIX (hak-
TOPOB. ACKOPOMHOBAsST KHCJIOTA TIOBBINIAET MOTJIONIEHIE HETEMOBOTO
skesie3a. Paszimunble BUBI Msica, BKJIIOUAst TOBSAIMHY, OapaHuHY,
CBUHWHY, KyPSATHHY, U PbIOBI TAK/KE YCUIIMBAIOT TTOTJIONIEHNE Here-
MOBOTO sKeJe3a. SInunblii 6eI0K, OeJIKH MOJIOKA, 3a HCKJIIOUEHUEM
IPYIHOTO MOJIOKA, PACTUTEIbHBIE OEJIKH 3€PHOBBIX KYJIBTYP, OTPYOH
U ZApyrast rpyOOBOJIOKHUCTAST TIHIIA TIOAABJISIOT BCachlBaHKe Here-
MOBOTO JKeJie3a. Bbicokast KOHI[eHTpalus MoAudEH0I0B 00bsICHSIET
caboe ToTJIoIeH e KeJie3a u3 60608, yast, Kode 1 KpaCHOTrO BIHA.
Docdatsr 1 HochOIPOTENHBI IIOAABISIOT IIOIJIONIEHIE Kejle3a U3
SUIHOTO JKeNTKA. JKeTyIOTHBIN COK OKa3hIBaeT BAsKHOE BIMSIHUE Ha
MOTJIONIeHe HereMOBOro Fe, 110aTOMY 9TOT TIpoliecc 3aTpyiHIeTCs
MocJIe yIaJeHus sKeTyIKa NN Y TTAllUeHTOB ¢ aXJIOPTUAPUE.

Mob6unusosannoe u3 nuiy Fe(1II) mepsonayanbHo BoccTa-
HABJIMBAETCS C TIOMOIIBIO ceMelcTBa MEMOPAHHBIX IIMTOXPOMOK-
cuna3 B Fe(IT). ITpu oTHOCHUTETBHO BBICOKOM COZIEP;KAHUM B JIUETE
JKeJle30 MIPOHUKAET Yyepe3 CIAUBUCTYI0 000JI04KyY maccuBHO. [Tpu
0OBIYHOIT ireTe HEOOXOAUMBI ClIeI[HaIbHbIEe MEXaHU3MbI MTOTJI0-
menus Fe — aHeprozaBrcrMbie TpaHCIIOPTHBIE TIPOIleCCHl. Mexa-
HU3M abCOPOLIMY TeMOBOI0 JKeJIe3a 10 CUX II0P MaJIoNoHsTeH. B Hem
MPUHUMATOT yIacTue (hepMeHThI TeMOKcuTeHa3bl. B anTeporinte Fe
13 reMa 1 HEreMOBBIX UCTOUHUKOB cMetiuBaercs. [loctymnusiiee B
SHTEPOIINT KeJe30 Aajiee B TedeHe HECKOTBKIX YaCOB MTEPEXOIUT
B 11a3My KpoBu. Vasmmmiku abcopbuposantoro Fe mpeobpasytorcst
B (DePPUTHH BHYTPH KJIETOK CAUSUCTOI 060J0UKH, GOJIbINAS YacTh
KOTOPOTO BMECTE C KJIETKaMU CJIYHIMBAETCS B IIPOCBET KUIIIEUHNKA
uyepes 3—4 nus. JlaHHbIT MeXaHU3M [IPeA0TBpaIlaeT U30bITOYHOE
MOTJIONIEHKE JKeJie3a U3 MUTITH.

Boixo/1 sKeJie3a B [J1a3My OCYIIECTBIISIETCS TIOCPEACTBOM OeJiKa
depponopmuna — vmembpannoro nepenocunka Fe(I1). B miasme
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MOHU3UPOBAHHOE KEJIe30 CBI3bIBAETCS € TPAaHC(HEPPUHOM TI0CJIe
npeaBaputenbHoro okucyaenns Fe(Il) B Fe(I1l) mon nefictBmem
TpaHcMeMOPaHHOTo GeJika rechacTHHA, SIBJISTIOIIETOCS 110 CTPYKTYPE
50% romMoJIoroM 1epyJIoIIa3MIHA.

Tpanceppun — 510 Ge0K, B 3HAYUTETLHOM KOJIMYECTBE CUH-
TE3NPYEMBIN U CEKPETHPYEMBII MeUYeHbIO, HETIOCPECTBEHHO OCY-
HIECTBJISIONINI TPAHCIIOPT jKeJie3a, KOTOPOE IMOCTYIAET U3 KJIETOK
CJIUBUCTON 0OOJIOUKHU KUIIIEYHON CTEHKH, K OPraHaM-MHUIIEHSIM — B
KOCTHBIN MO3T Ha HY’K/IbI 0OPa30BaHUsi SPUTPOIUTOB U B TI€YEHb
1T lenionpoBanng B popme pepputrna. Tpancdeppus mmeeT 18a
skesre3ocBs3biBatonux 1entpa aas Fe(I1T). B nopme HachieHne
Tpancheppuna skenezom He npesbiniaer 30%. Korna xemnezocssi-
3bIBafOIIast ClIOCOOHOCTD TpaHCchepprHa HackilieHa, Fe mocTynaer
B CBIBOPOTKY KPOBHU B CBOOOAHON (hopMme, He CBSIBAHHOI € TPaHC-
dheppurOM. CBOOOIHOE JKEJIE30 JIETKO TPOHUKAET B KIIETKH TIEYEHH
1 MUOKap/1a, BBI3BIBAsS B HUX CePbe3HbIe TOBPEXKAEHNS U TKAHEBYIO
neperpysky skesiezoMm. JKeses3o, cBsi3aHHOE ¢ TpaHC(hepPUHOM, TIOC-
TyTIaeT BHYTPb KJIETKHU TTOCPEICTBOM CIEITUATHHBIX PEIIETTITOPOB K
TpaHcheppuny 1-10 1 2-r0 THIIA, KOJUPYEMBIX COOTBETCTBYONINMU
reHamu. MyTaiist reHa perentopa TpancdeppuHa 2-ro Tima ooyc-
JIABJIUBAET PAa3BUTHE HACJIEJICTBEHHOTO reMOXPOMAaT03a. DPUTPO-
WJIHBIE TTPEIIITeCTBEHHUKN KOCTHOTO MO3Ta cojiep:KaT Ha cBOeH
MOBEPXHOCTU MUJLJIMOHBI MOJIEKYJI PEIENITOPOB K TpaHcheppuny
1-To Tuma.

[TockosibKy OCHOBHOE KOJIMUECTBO JKeJie3a B OPraHu3Me YeJio-
BeKa HaXO/IMTCS B TEMOTJIOOMHE SPUTPOIMTOB, (haroIiuTo3 CTapbiX
SPUTPOIUTOB TKAHEBBIMU MaKpO(haraMu Cele3eHKH ¢ BHICBOOOIK-
JICHUEM U PennpKyJIsimeit skemesa (20—25 Mr/cyT) aBaseTcsT oc-
HOBHBIM HCTOYHUKOM €T0 JIJIsl HeO9pHUTpoIoasa. sKere3o kaTabo-
JIN3UPOBAHHBIX 3PUTPOIUTOB TTOCTYTIAET U3 MaKPO(aroB B MJIA3My
KPOBHY UJIU JICTIOHUPYETCS B HUX B BUJIe MOJIEKYJI heppuTrHA. Bbixos
JKesre3a n3 MakpoharoB KOHTPOJIUPYETCst OETTKOM (HDePPOTOPTHHOM.
Fe(II), moctynuBiiee B 1j1a3my € MOMOIIbIO (DePPOIIOPTUHA, OKUC-
Jgsgetcs nipu yuactuu 1epynomaazmuaa B Fe(I11) u sarem coemu-
HsieTcsi ¢ TpaHcheppuHoM. IlepyorniasmMua — MebcoepsKauit
6EeJIOK-OKHMCIUTENh JKejie3a, CHHTE3UPYEMbIN KIeTKaMU TIeYeHH .
Hacuiesictennbie ecbexTsl cuHTe3a heppoIopTUHA U 1IepPyJIoT1Ia3-
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MUHA B 1[€JIOM IIPOSBJIIOT cebsl PasBUTHEM Kele304e(UIIUTHOrO
9PUTPOII0I3a W TKAHEBOU MEPETPY3KON JKeJIe30M, TIPEXKIE BCETO, C
BOBJIEUEHUEM II€YEHH.

He cymectByet criernuduaeckoro MexanmaMa, mocpeiCTBOM KO-
TOPOTO OPraHU3M MOKET U30ABJISITHCST OT U3OBITKOB MMOCTYITMBIIIETO
B HeTO Kene3a. [leperpyska jkeme3o0M Ipe0TBPAIIaeTCs TOTBKO C TT0-
MOIIBIO CJIOJKHO PETYJINPYEMOTO ITPOIIECCa KUIIEYHOTO BCAChIBAHUS
1 MaKpoaraJsbHON PETUPKYJISAIINN JKeJie3a. Perysisims KUIeaTHoro
BcacbiBanust Fe Obliia n3ydeHa CpaBHUTETHHO HEJABHO ITOCPEICTBOM
neHTU(UKAIMN TeHOB, OTBETCTBEHHbBIX 3a reHeTn4eckue hopmbl
reMOXpPOMAaTo3a, U OTKPBITHSI 2eRCUOUHA — TTPKYJISITOPHOTO OeJiKa,
UTPATOTIETO TJABHYIO POJIb B TOMEOCTAa3e JKeJe3a.

Terticumn 6oL Bbizesier B 2001 1. ABYMst HE3aBUCUMbBIMU TPYTI-
MaM¥ MCCae0BaTe e, KOTOPbIe MBITAJNCH NAEHTU(MUITNPOBATH
HOBBIE IPOTUBOMUKPOOHBIE ENTUAbL. Tercuaut: iep ot cjioBa «re-
HaTonuT> + idin — «BEmecTBO ¢ aHTUMUKPOOHOI aKTUBHOCTBIO>.
BbLi10 ycTaHoBIeHO, UTO Y HU3ITUX TO3BOHOYHBIX TEIICU/IUH UTPAET
BRKHYIO POJTh B PETYJIAIINN BPOKIEHHOTO UMMYHUTETA, & Y BBICIITAX
MMO3BOHOYHBIX — B TOMeOCTase ;KeJje3a. [ercuinH mocpeacTBOM CBsI-
3bIBAHUS U JeTpafariun GeppormopTHHA COKPAIIAaeT KOJTUIECTBO
JKeJie3a B IUPKYJISIIUE BCJIEJCTBUE YMEHBIIIEHUS €r0 BbIXO/a U3
SHTEPOITUTOB MU MakpodaroB. OCHOBHOE MECTO CTHTE3a TeTICHIH-
Ha — redeHb. Kpome Toro, oH 00pasyercsi B MHEJOUIHBIX KJIeTKaxX
B OTBET Ha MOsIBJIeHIe OaKTepHaIbHbIX aHTUTEHOB.

WNanuiHee i1 2puTpOIIOd3a Keje3a JelOHUPYeTcs: B Opra-
HusMme. [lerno xesesa npejcrabiasier cOOON XpaHeHMe ero B BH/IE
JBYX OEJIKOBBIX COeIMHEHNT — (heppuUTHHA 1 reMocuepuHa. /lero
JKeJie3a B HOpME Y MY?KUMH COCTaBJIsieT 0KoJ10 1 1, y skeniud — 0,5 T.
Ectb ocHOBanms nonarath, 4to 1/3 )KEeHIUH He UMEIOT 3HAUNMOTO
JIeTIO JKesTe3a. 3aKaiKa IETo JKere3a B OpraHu3Me HOBOPOKIEHHOTO
[IPOUCXONT B IIOCJIEAHEM TPUMECTPe GePEMEHHOCTH, 0COOEHHO Ha
nocienneM Mecdrie. /leTu, poskaeHHble HeTOHOTIEHHBIMU WM OT
BTOPOIi, TpeTheil GEPEMEHHOCTH ¢ KOPOTKUM MHTEPBAJIOM MEK/LY
POIaMMU, UJIN OT JKEHIITUHBI, KOTOPAs CTpafaeT 1eUIINTOM JKeJie3a,
MMeIOT BPOsKJIeHHOEe Keje30eHIIUTHOe cocTostHue. BobimmHe-
TBO 3aTaCOB JKeJe3a XPaHUTC B Makpodarax medeHu, cele3eHKH,
JnMpaTUUeCKNX y3J10B, KOCTHOTO Mo3Ta. [losaraioT, uTo 1oyt Bce
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SIZIPOCOJIEPIKaIe KJIETKU COJIEPIKAT OIpejieJIeHHbIE KOJIUYeCTBa
JKesesa.

Deppumun — 310 BosopacTBOpUMAast hopma JIeTo Keyre3a —
6€eJI0K, OCYIIECTBISIONNN 06paTuMoe CBSI3bIBAHIE U XPaHEHHE
MoJiekyT skese3a. Ona Mosiekyia hepputnta cBsi3piBaet 710 2500
aTOMOB JKeJie3a B BU/ie KOMIIJIeKca THAPOKCHIOB 1 hochatos. B To
JKe BpeMst (DepPUTHH 3aNIUINAET OPraHU3M OT TOKCUUYECKOTO Jieiic-
TBUS KeJie3a, COXpaHds ero B OKMCJIEHHOM TPEeXBAJEHTHOM CO-
CTOSTHUH, HE CIIOCOOHOM KaTaJIM3UPOBATH IIPOJLYKIIUIO CBOOOIHBIX
PaZITKAJIOB.

Temocudepun — 510 BOJOHEPACTBOPUMDIIL AepuBaT Geppu-
TUHA.

Konnentparnuio heppuTrHa B CbIBOPOTKE KPOBHU (CHIBOPOTOU-
Hblit hepputit, CD) MPUHSTO CYUTATH OTHOCUTEJILHO Crielinpudec-
KUM WH/IUKAaTOPOM HAaKOILJIEHUS JKeJie3a B PETUKYJIOIHI0TEeTUAIb-
Hoii cucreme. B Hopme kortenTpaiiust CO y )KeHIIUH COCTaBJISIET
20—100 mxr/ma, y myxkun — 30—300 MKr /1. YcTaHOBJIEHO, YTO
konnentpanuss CD 100 Mxr/it cooTBeTcTBYET 1 T PE3EPBHOTO JKe-
siesa B opranusme. Konmernrpaius CD meHee 15 MKL/JI IBJISIETCSI
KpuTepreM abCcoMOTHOTO JeuIinTa sKeiesa.

1.3.2. O6meH BuTamMuHa B ,

Buramun B,,, nii kobaaMiH, — KOPPHHOKJL, U3 KJTACCa COeJIH-
HEHU C S7IePHOIT CTPYKTYPOIi, HAITOMUHATOIIEN 'eM TeMOTTI00rHA.
KobaJibr B MoJiekyie KobasaMiHa — TIO3UIIMOHHbINA aHAJIOT JKeJie3a
B MOJIEKYJIE TeMa.

BoJiee mmmpoko B reMaTosioruu 7isi 0003HAYEHUs] BUTAMIHA
B,, — xobajaMiHa — HCIIOJIb3YeTCs TEPMUH <«I[HaHKOOATaMIH».
[{nanu, nepBoOHAYAILHO TTIOTYYaeMbIi U3 [PEBECHOTO YTJIs, UCIOJIb-
30Ba/IU I U30JIAIMKY KObaaMuta. ITO ObLI IEepPBbIil aKTUBHBI
M30JIMPOBaHHBIN KoOasamMuH. V13-3a cBOei cTaOMIbHOCTH 3TOT BUJL
KobaslaMiHa HanboJree 4acTo U3TOTOBJISIETCST 11T KOMMEPYECKOTO
npumenenus. /[pyrie kobaTaMuHbI OTIMYAIOTCS OT IIMaHKoOaa-
MITHA TI0 [TPUPOJIE JIMTAH/Ia, TIPUIIOKEHHOTO K aTOMY KOOaIbTa BMec-
t0 CN~, nanpumep, OH™ — ruzpokcukobanamun (Butamus B, ),
H,0O — akBaxobanavun (Butamun B,,, ), ONO~ — nurpokobanaMum
(Butamun B, ).
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KobasamMuHbl, B OTJIMYIE OT APYTMX BUTAMUHOB IPYIIIbI B, He
CHHTE3MPYIOTCS PACTEHUSIMU, HO TPOUBBOAATCSA MHOIUMU OaKTepu-
SIMU M HEKOTOPbIMU 1TouBamu. Kak ciie/icTBUe, OHU HAliJIEHbI B TOUBE
U 3arpsAIBHEHHON BoJe. 3HAYMTE/IbHbIE KOJIMYeCTBa KOOAIaMUHOB
CUHTE3UPYIOTCS B IPeJiesiaxX KUIeYHUKA. Y Ye0OBeKa TOJCTOKU-
meyHble KoOaJaMUHbl He MOTYT ObITh MOIJIONIEHBI, TOITOMY MOT-
pPeOHOCTH B ATOM BUTAMUHE Y JIFOJIEH Y/IOBJIETBOPSIETCSI B OCHOBHOM
U3 JIMeThl U BHYTPUIIEYEHOYHOTO 3alaca KobasamuHa. B orinune
OT YeJIOBEKA, HEKOTOPBIE KIMBOTHbIE, 0COOEHHO JKBAYHbIE, UCIIOJIb-
3YI0T KoOaJlaMKH, OJIyYE€HHbIII B CAMOM OPraHU3Me MOCPEACTBOM
abcopOIUU WK TIOT/IONIEHUS KaJla.

Wcroutnnkom Butamuta B, 171 yeoBeka ABIsioTCs MuIeBbie
MPOJYKTHI JKUBOTHOTO MTPOUCXOK/IEHUS: TT€Y€Hb, MSICO, STHI1a, ChIP
1 Mosioko. Camble GOJIbIIIEe KOHIIEHTPAIMU ITHIIEBOIO BUTAMU-
na B, (100 mxr na 100 r nposykra) HaiifieHbl B II€YEHH, IOYKAX 1
MOJLTIOCKAX.

Ycranosieno, uto po3a putamuna B, 0,1 Mkr/cyT BbI3bIBa-
€T MUHUMAJIbHBIN TEMOTIOTUIECKIH OTBET MPU MapeHTEePATEHOM
BBE/ICHUM TTAIlMeHTaM ¢ HEOCTOKHEHHON TEPHUITMO3HOI aHeMU el
B peluanBe. JTa 1032 MPU3HAHA MITHUMAJIBHOU CYTOTHOM 0301
JIAHHOTO BUTAMUHA JIJISE B3POCJIbIX. PEKOMEH/IOBAHHOE TUETUYECKOEe
norpebienne BUTaMiHa B, , 111 B3poc/Ibix cocrasiser 2,0 MKT/CyT.
ITpu aTOM 00611€E KOJUYECTBO KOOaIaMIHA B OPraHu3Me JOCTUTaeT
3900 MKT, 4TO 3HAYUTEIHHO BbIIIE CyTOUHOH ToTpebHOCcTH. CyToY-
HbIE II0TePH KoOaIaMIUHA 13 OPraHU3Ma COCTABJISIOT OT 1 10 4 MKI 1
JIOJIZKHBI OBITh BOCIIOJIHEHbI BCACBIBAHKEM €TI0 13 MUIIU. BoJibiioii
3arac kobajiaMiuHa B OpranusmMe oopasyercst 6arogapsi TOMy, 4TO
ero moTpebeHre CyIecTBEHHO MPEBbINIaeT CyTOYHbIE 3aTPAThI.
Heno Buramuna B, B neyenu MMeeT TEHEHIINIO K YBEJIMYEHUIO C
BO3PACTOM.

BcachiBanne xkobanmamuna (BHemiHero GpakTopa) U3 MHUIN
BKJIIOYAET IATh TANOB: BHICBOOOKIEHWE KoOaJaMUHa U3 THUIIH;
CBsI3bIBaHME KOOAJTAMUHA 1 €70 aHAJIOTOB B JKEJTY/IKE CO CJTFOHHBIMHE
Kobamaduamu; paciierienne Kobaaaduios B BEPXHEM KUIIEYHUKE
HaHKpeaTHYeCKUMK (hepMeHTaMU ¢ COeIMHEHEeM KobaJlaMiuHa ¢
BHYTPEHHUM (DaKTOPOM; IIPUKpEIIEHne KomIiekca «B ,—BryT-
peHHMiT paKTOp» K PelenTopaM KJIeTOK CJAM3UCTON MOIB3/[0IIHOMN
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KUIIIKY; MTOTJIONIEHUE JJAHHOTO KOMILJIEKCA SHTEPOIIMTAMU U BHYT-
PUKJIETOYHOE COe[MHeHNe BUTaMUHA B, ¢ TpaHCIOpPTHBIM 6eJI-
KOM — TpaHCKOobasaMiHOM. [[JIs1 ONTUMAaIbHOTO MOTJIONIEHUST BU-
TamuHa B, Heo6xomMa ajiekBaTHas TaHKPeaTHYecKask CeKPeIlis.
JLiist GU3MOIOrMYeCKOTO HOTJIOEH ST KOOAIaMIUHOB 13 TTHIIH
006s13aTeJIbHBIM YCJIOBUEM SIBJISIETCS] HAIMYNE BHYTPEHHETO (hak-
TOpa — TEPMOJIAOUIIBHOTO, IEJI0YEYCTONYNBOTIO TIIMKOIIPOTENHA,
CEKPETUPYEMOTo TTaprueTaThHBIMI KJIETKAMMY JTHA U TeJIa JKeJTy KA.
EskeHeBHO 0Opa3yeTcst TaKoe ero KOJMYecTBO, KOTOPoe HeOOX0-
anmo A ceasbiBanns 40—80 Mxr Butammna B,,. [Tpn nanmmunm
BHYTpeHHero (akTopa u3 nuiy BeacbiBaercs: 70% KoOaIaMUHOB,
[IPY OTCYTCTBUU — TOJBKO 2% MOCPENCTBOM MPOCTOH rhy3n.
B opranusme Butamun B, ydacTByeT B IByX OCHOBHBIX IIPO-
ieccax. Bo-1iepBbix, ero koepMeHT METUIKOGATaMITH HEOOXOINM
JIst 00€ecTiedeHrsT HOPMaJIbHOTO 9PUTPOOIACTUIECKOTO KPOBETBO-
penus. Ipu gepunure Butamuna B, napymraercs obpasopanye
teTparuapodoneBoil KUcJ0ThH U3 TUMuUAnHMOHOMOChaTa, a B
nrore Hapymaetcs cuate3 /IHK n mogsasatorca nmpusnakm mera-
JI06JIACTIHYECKOTO KPOBETBOPEHSI. BO-BTOPBIX, APYyToii KohepMeHT
BUTAMHHA B, — a/IeH031IK00aTaMIH, He IMETOTIIii OTHOIIEHNS K
(hosmeBoit Kucsore, HEOGXOMM JIJIsI HOPMAJTbHOTO 0OMEHA JKUPHBIX
KHUCJIOT B HEPBHON TKauW. OHUM U3 IPOMEKYTOTHBIX TTPOAYKTOB
pacrajia SKUPHBIX KUCJIOT B MUEJUHOBON 000JI0UKe HEPBHBIX CTBO-
JIOB SIBJIIETCA TOKCUYHAS METHIMAIOHOBASA KUCTOTA. AJICHO3MIIKO-
GaJTaMUH y4acTBYeT B 00pa30BaHUU THTAPHOM KMCJIOTHI U3 METHJI-
MaJToHOBOH KucytoThl. [Ipn nedunure Butamuna B, mmeer mecto
HAKOILJIEHe TOKCUYHOW METUIMAJIOHOBOI KMCJIOTHI C TOPAKEHUEM
HEPBHOI CUCTEMBI IO TUTTY JIeMUETMHU3NPYIOIIETO TIPoIlecca.

1.3.3. O6MeH (ponreBor KHCAOTbI

Tepmun «dosmesas kucaoTas («poaaThly» ) UCTOMB3YIOT JIJIS
0003HaYEHUSI ITEPOUJITIIYTAMUHOBOM Kuca0Thl. Dosarhl mupo-
KO pPacipoCTpaHeHbl B MATIEBBIX MPOyKTaX. OHU CHHTE3NPYIOTCS
BBICIIMMU PACTEHUSIMH, a TakKe MUKpoopranuamMaMu. OcobeHHO
BBICOKME KOHIIEHTPAINH (hOJIATOB HANIEHBI B OBOIAX, TTOKPBITHIX
3€JICHBIMU JIUCTBSIMU, IPOKIKAX, TAPEHXUMATO3HBIX OpraHaX — Iie-
4yeHn u moukax. OBOIH, TITO/BI, Yall, KYKypPY3HBIE 1 OBCSHBIE XJIO-
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bsi, MOJIOYHBIE MTPOJYKTbl — UCTOYHUKU (hOJNEBOI KUCIOTHI B
0OBIYHOM [eTe B3POCIbIX. MOJIOKO KOPOBbI WJIK IPYAHOE JKEHCKOE
MOJIOKO ¥ TOTOBbIE MOJIOUHbBIE CMECH — BayKHbIE HICTOYHUKHU (DOJTH-
eBOI KUCJIOTHI 11t Mutaenies. Dosatsl TepMonabuiibHbL: 0T 50 10
95% BUTaMUHA Pa3pyIIAeTCs IPU KUTIEHUN.

MuHumaabHast cyTouHast HOTPpeOHOCTH B hoJiaTax COCTABJISIET
npubiusuTeabHo 50 MKr. PeKkoMeHI0BaHHOE JUEeTUYECKOe OTpes-
senne ¢omaros aug B3pocabix gocturaet 200-400 Mxr/cyT s
myskuuH 1 180—400 Mkr/cyT Jist skeHnH. BepeMeHHbIM JKeHTI -
HaM Tpebyercst 600 MKI hOIMEeBON KUCAOTHI B CYTKH, KOPMSIIIIUM —
500 mkr/cyT. [Ipu Oy ISIITUOHHBIX UCCTeoBaHngX B Kanane u
Coennnennpix [Itatax AMepuku oOHAPYKEHO, 4TO 8% MY KUNH,
10—13% sxeHimuH u 10 48% 1moapocTKOB MMeT geduiut ¢oia-
TOB.

BcacbiBanue hosiaToB TpOMCXOIUT B OCHOBHOM B TOIIEH KUTIIKE,
€CJIM TOIIast KUIIKA Pe3eIPOBaHa — TO B OCTaBJIEHHOM 110/IB3/101II-
Hoit kutnike. MoseBast KUCTOTA U3 MUIIEBBIX TTPOJYKTOB MEPeE]
[POIIECCOM KUIIIEYHOTO BCAChIBAHKS J10JIKHA ObITh IIpeobpasoBaHa
B MOHOIJIyTaMar. ITO MPOUCXONT I0/] JIEHCTBUEM CIEITUATHBHOTO
(dhepMenTa CIU3UCTOI 000J0UKI KUIIEYHOI CTEHKH, aKTHBU3KPYe-
MOTO IIMHKOM. MOHOTJIy TaMaThl BCACHIBAIOTCSI OBICTPO, B TOM YHCJIE
u ryTeM poctoit auddysun. MoHoryraMaTHbIN THIPOJIN3 U KU~
HIEYHBIN TPAHCIIOPT TOBPEXKIAIOTCS ITPU HETUAKUU, TPOITNIECKOM
CIIPY M APYTUX MHTEPCTUIUATBHBIX 3a00JeBaHUSAX KUIIIEYHUKA.

(DoJiaThl B CBIBOPOTKE KPOBU HAXOASATCS B YOPME METUJITETPa-
ruzpodosiaTa 1 MOHOTJIyTaMaTa. boJbiiast yacTh hosiaToB TpaHC-
HOPTUPYETCsT B CBOOOHOM COCTOSIHUW WJIM B CBSI3U € OeJIKaMU
CBIBOPOTKU. 3arachbl oJIaTOB B OPraHM3Me MaJibl 110 CPABHEHUIO €
CYTOUHBIMU 3aTpaTamu. B HOpMe y B3pOCJIbIX TPU3HAKY jleputiu-
Ta (osatoB ObLIM OOHAPYIKEHBI yiKe yepes 3 Hepenn 00eHEeHHOI
onaramu guerst. [Ipexpatienue nocryrieHus GoiaToB MIPUBOIUT
K THUIIEPCErMeHTallu HEUTPO(UIIOB, MAKPOOBAJIOIIUTO3Y 3PUTPO-
I[UTOB, METaJI06IACTHOMY 9PUTPOII093y B KOCTHOM MO3TE, a Yepe3
4 mMecsiia — K aHEMUM.

ITeyenp — Hanbosiee 3HAYUMBIN Oprad B oOMeHe (hOIMEeBOI
KHUCJIOTBI. DTO OCHOBHOE MecTo xpaHeHust dosata. Hopmasbrast
1eYeHb B3pOCIoro cogep:kut 5—10 Mxr dosaTo. VIMeHHO B KiieT-
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KaxX TIeYeHr MOHOTJIYTaMaThl MIPEBPAIIAIOTCS B TOJIUTJIyTaMaThl,
aKTUBHO y4acTBYIOIUE B Tpolleccax KposeTBopenus. Hemerabo-
JIN3UPOBAHHBIE MOJIEKYJIBI — MOHOTJIyTaMaThl — C JK€JIUbI0 BHOBb
BBIZIEJIATOTCS B KUIIIEYHUK U TOABEPTAIOTCS BTOPUIHOMY BCAChIBA-
Hut0. Boicokoe cozepskaHme aaKoroJsi B COCTaBe IMUIINKU OKa3bIBAaeT
abdexT «3ammpaHssy MOHOTTyTAMATOB B KJIETKAX TIeUeHM, BILIOTh
JI0 BO3HUKHOBEHMS Merajo0/1acTU4eCKOT0 KpOBETBOPEHUSI U Mera-
J06JIaCTHON aHEMNT.

DotaThl 06HAPYKUBAIOTCS B 3HAYUTEJNbHBIX KOJUYECTBAX B
3PENTBIX IPUTPOIINTAX, T He BBITIOTHAIOT HUKAKOI OMpe/ieIeHHOMN
dbyukiun. [lonanas B KiIeTKy-1Ipe/IIeCTBEHHNUK B BU/IE TTOJIATITY -
TaMaTa, HeMCII0JIb30BaHHbII METaOOMNUT OCTaeTCs B Hell 10 KOHIa
JKM3HM OPUTPOIIMTA.

MertabosThl hONMEBOI KUCIOTHI, TAK 5Ke Kak U BUTaMuHa B i
MPUHUMAIOT HETIOCPEJICTBEHHOE YYacTUe B JIEJIEHUM KJIETOK MPU
kposeTBopeHu. [ToaTomy Harbosiee 3HAUNMBIM TIPOSIBIIEHIEM Jie-
unura hosmeBoii KUCIO0TH ObIBaeT MerajobaacTHas aneMust. Kpo-
Me TOTO, TIpu JiehuTnTe (HOINEBOIN KUCTOTHI B OPTaHIN3Me HaKaTLTI-
BaeTcs TOKCMYHAs aMUHOKHCI0Ta roMonrcTert. [1o coBpeMeHHbIM
MPECTaBACHISIM, TOMOIUCTENHEMIS CTIOCOOCTBYET YCKOPEHHOMY
TeYeHHUIO aTePOCKIIepO3a.

Emte omanm yHukambHbIM 3(hheKToM (hOoTEBOI KUCTIOTHI SIB-
JISIeTCs TIpeloTBpalieHre 1eeKToB Pa3BUTHSI HEPBHOU TPYOKM y
mwrosa. B ¢Bs3u ¢ 9TUM KeHTITMHAM IETOPOHOTO BO3PaCTa, TLIaHH!-
pyfoimM 6epeMEHHOCTD, PEKOMEH/TYETCSI 34 HECKOJIBKO MECSITIEB /10
ee HaCTYIJIEHUsI YBeJIMYrBaTh norpedaeHne hoaneBoi KIUCIOThI ¢
UIIEN.

1.3.4. DpUTPONO3THH H ero podab B peryaaury
SpHTpPONO33a

Bosee 100 steT Haza ObLIM BIIEPBbIE TTONYUYEHbI IJAHHbIE O CY-
MIECTBOBAHNN B OPTaHU3MeE IIUTOKUHA, CTUMYJIUPYIONIETO IPUTPO-
1093. DTOT IUTOKUH OBLT Ha3BaH HHIOTEHHBIM 9PUTPOTIOITHHOM
(2110).

B 1906 r. ¢panirysckue yuensie Carnot u Deflandre caenann
MPETIONOKEHNE O CYIECTBOBAHUN TYMOPAJIBLHOTO (hakTOpa, CTH-
MYJIPYIOIIETO 3pUTPoro33. B 1957 1. Ob1I0 10Ka3aHO, YTO MOYKH
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SIBJISIIOTCSI OCHOBHBIM MECTOM TIPOJYKIIMU HPUTPOTIOITHUECKON
cy6eraniun. OcoObIM CTUMYJIOM JUIST ajibHelitneil pa3paboTku
pobJIeMbl SIBUJIOCHh BHepeHHe B IpakTuKy B 1960 . remMouasiu-
3a, TIO3BOJISATONIETO 3aMeNaTh 9KCKPETOPHYT0 (DYHKITNIO TTOYeK 1
KOPPUTMPOBATh HAPYIIIEHNUsI, CBsI3aHHbIE ¢ ypeMueil. bopbOa c ane-
MIEil y TIAIIMEHTOB Ha TeMOIHaIN3e 0Ka3aaach GopbOOil 3a BHIKI-
Banue. B 1983 r. ObL1 KJIOHUPOBAH U BbIJIEJEH YEJIOBEUECKUN TeH,
OTBETCTBEHHBIN 32 BHIPAOOTKY SPUTPOIIOITHHA. B mocemyomem
OH GBI KJIOHUPOBAH U 9KCIIPECCUPOBAH B JKHBOTHBIX KJIE€TKAX, YTO
MIO3BOJIMJIO TIOJIYYUTh PEKOMOMHAHTHBIN Tipernapat. B 1985 1., T.e.
uepes /Ba roj1a, 1O ObLT BIIepBbIE IPUMEHEH Y YEJIOBEKA, a Yepe3
5 JIeT — JUTEeH3UPOBAH KaK JIEKAPCTBEHHBIN TIperapar.

OcHoBHbBIM MecTOM o6pasosanus D110 apisiorcs nouku. Ero
HPOAYIUPYIOT HepuTyOyIsipHbie (hHOGPOOIACTONOMOOHbIE HHTEP-
cTulnasibHblie KiaeTku. Bre nouek cunresupyercst 10—15% ano-
TeHHOTO 3PUTPOTIOITHHA — B OCHOBHOM B KYTI(PEPOBCKUX KJIETKAX
neyeHun 1 Makpodarax. HopmasbHasi cbIBOpOTOYHASI KOHIIEHTPAITUS
IIIO cocrasmser 10-30 MM Ex/mar (MexkmyHapoHble MUJIAETH-
HUIIbI HA MUJUIAJIATP).

OcHOBHOI (husKoIOrnuecKuii cTumyasaTop BeipaboTrn IITO —
rurniokcust. Ona BoizbiBaet 1000-kpaTHoe yBemueHue CHHTe3a 3TOr0
IUTOKIHA TTOCPE/ICTBOM dKCMOHEHITNATBLHOTO POCTA KOJTMIECTBA
HMPOAYIUPYONUX KIeToK. [leHTpasbHblil MequaTop aToro oTBe-
ta — JIHK-cBsi3aHHbIN KOMILIEKC, TaK Ha3bIBAEMbII IT'MIIOKCUSI-NH-
ayuumpytoruii paxrop (HIF-1). Takum o6pazom, HIF-1 o6pasyercst
MIPU TUTIOKCUY U MOJYJINPYET 9KCIPECCUIO TeHa dPUTPOMOITHHA
10 MomenTa ero O,-peryimpyemoil 1ecTpyKIuu, o0y cioBIeHHO
pVHL (von Hippel Lindau tumor suppressor protein).

Ocnosnag poab IO — aT0 BAMSHME HA BBIKUBAEMOCTD
9PUTPOUTIHBIX TIPEINECTBEHHUKOB B ITpollecce apuTporoasa. {nud-
(bepenImalus SpUTPOUIHBIX TIPEIIECTBEHHUKOB YK€ HA CTAJMU
6ypcr-o6pasyionieit eaunuipl (BOE) u kosoHreobpasyioneii exu-
Hutbl sputporntoB (KOEs) TpeGyer 06s13aTeIbHOTO TPUCY TCTBHUST
aHzlorenHoro apuTponoatuna. CeassiBanne IO c perentopamu
SPUTPOUAHBIX MpeaiecTBeHHnKoB, ocobenno KOEs, npegorspa-
TIaeT aronTo3 KJIETOK, TEM CAMBIM TO//IEP;KUBAst UX ATbHEHTITYIO
nuddepeHImpoBKY 10 3pesbiX 3pUTPoIuToB. ClenyeT MOMHUTD,
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Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

YTO JJIS IIOJIHOLIEHHOH peanusanuu aktusHocTr D10 HeobxoxuMo
HaJIMYMe B 9PUTPOHE aIEKBATHBIX KOJTUIECTB Kese3a, (pomeBoi
KMCJIOTBI, BUTaMUHa B,,, IUpUIOKCHHA, aCKOPOUHOBON KUCJIOTHI,
MUKPOIJIEMEHTOB.

MeTabom3upyeTcst 3pUTPONIOITHH IIPEUMYIIECTBEHHO B I1€Ye-
HH, B MEHBIIEH CTEIIEHN — BBIJIEJSIETCS ¢ MOYOI B HEM3MEHEHHOM
BUJIE.

Pertenrropsr x D110, kpoMe spUTPOUTHBIX KIETOK, UMEET TITH-
POKHI CTIIEKTP KJIETOK UesioBeKa U Mbllliei. B uacTHOCTH, TaKue pe-
MENTOPBI UAEHTU(UITNPOBAHBI Ha KIETKAaX KPOBU HEIPUTPOUTHBIX
JIMHUI, BKJTIOYast MUEJIOUIHbIE KJIEeTKH, TUMMOIUTHI U METaKapho-
IIUTHI, HA 9HOTENNATHHBIX, ME3AHTHATBHBIX KJIETKAX, ACTPOITUTAX,
MUOKaPAMOIUTAX, HEHPOHAX, SIUTENNAIBHBIX KJIETKaX IPOCTATDI,
KJIEeTKaX MOYeK, a TakKe Ha Ps/ie OMyXOJeBbIX KJIETOK. In vitro u
YaCTUYHO iN Vivo MMOKa3aHbl MUTOTEHHBIHU, TPODUIECKU, TTPOTEK-
TUBHBIH 9P EKTHI 9HTOTEHHOTO IPUTPOMOITHHA TT0 OTHOIIEHHIO K
JIAaHHBIM THUIIAM KJIETOK.

12’

1.4. dusmonornvyeckme MmexaHmM3amMmbl remocTasa

TemocTa3z — 5To GHOOTHYECKast 3aIUTHASI CHCTEMa OPTAHI3Ma,
obecrieurBaroIasi, ¢ OJHOI CTOPOHBI, COXpPaHEHHUE KUIKOTO COCTO-
SHUS IUPKYJIUPYIONIEN KPOBH, a ¢ APYTON — TpeyTIpeKIeHre 1
OCTAHOBKY KPOBOTEUYEHHIT TTOCPEICTBOM TPOMOO0OpasoBaHus (CBep-
TBIBAHUS, KOATYJISIIIUY KPOBH ) € IOCTEYIOMUM BOCCTAHOBJIEHIEM
1IeJIOCTHOCTH COCY/ICTO CTEHKH 1 KpoBOTOKa. HamboibIee 3Have-
HUE CHCTEMA FeMOCTa3a UMEET JIJIS TIOJIEPKAHNS HOPMAJTBHOTO KPO-
BOTOKA, IIPEAYIPEXKAECHUS U KYTUPOBAHWS KPOBOTEUEHUIT B COCYIAX
Masoro kaaubpa (1o 100 MKM B guaMeTpe) — B KallUJLIsipax.

KommnonentaMu crcteMbl reMOCTa3a SBJSIOTCS:

TPOMOOIIHTHI;

daxrop Bumnebpanna (DB);

TKaHeBOI (haKTop;

MJ1a3MeHHbIe (DAKTOPBI CBEPTHIBAHUS KPOBH;

bubpuHOIMTHYECKHE (DAKTOPHI: ITA3MUHOTEH /TLIa3MUH, TKa-
HEBOU aKTUBATOP IJIA3MUHOTEH3;
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GeJIKU-aHTUKOATYJISTHTBI: aHTUTPpOMOOUH, ipotenH C, mpore-
uH S;

BHJIOTEJINH COCY/I0B.

CaéproiBanue KpoBU (KOATYJISINsI) — CIOKHBI GUOJIOTH-
YeCcKHUi mporecc 00pasoBaHUsI B MECTE TIOBPEKIEHUST COCYANUCTOI
creHKH HuTel Genka GpubprHa, B pe3yJibraTe 4ero KPOBb TepsieT
TEKY4Y€eCTh, PUOOPETast TBOPOKKUCTYIO KOHCHCTEHIHO. [Tpotece
CBEPTHIBAHUS KPOBM pean3yeTcss MHOTOITAITHBIM B3anMojelic-
TBreM Ha (pocoannuaHbIX MeMOpaHax (MeMOpaHa TPOMOOIIUTOR )
TIa3MEeHHbBIX OEJIKOB, HA3bIBAEMBIX (DAKTOPAMI CBEPTHIBAHKS KPO-
Bu. CBS3YIOILYIO POJIb MEKY MeMOpaHHbIMK (hochoTUIIaaMu 1
(haxTOopamu cBepTHIBAHNS KPOBH UTPAET KAJBITNI, a TAKKE OH yJac-
TBYET B IIPOIECCE aKTHBAIIUK U arperarui TpoMOoIuToB. [1pu aTom
xesraTopbl Kanbiwst (nurpar 1 /I TA) aBistioTest TpoOUPOYHBIMU
AHTUKOATYJISTHTAMU.

1.4.1. «<KackaaHada» Moaeab npouecca
CBepTbIBAaHWA KPOBH

Ira Mozenb 6Gpita mpeaaoxkera B 1964 r. OHa moapasmesi-
€T TIPOIECC CBEPThIBAHUS KPOBU HA TIEPBUYHBIHN, UJIU COCYIUCTO-
TPOMOOIIMTAPHBIN, TEMOCTA3 U BTOPUYHBIN, NJTH KOATYJISIITHOHHBIH,
reMOCTa3, C BbIJIeJIEHIEM B TIOCJIE/THEM «BHEIITHETO», «BHY TPEHHET0>
yTel aKTUBAINI TPOMOUHA U «OOIIETO Ty TH» . ITa MOJEIb COXPa-
HsIET CBOE 3HAUYEHUE TOJIbKO KaK OTPasKeHUE MIPOIECCOB CBEPThIBA-
HUS KPOBU in vitro.

[TepBpiMu HA TTOBPEXKAEHNE COCYAUCTON CTEHKU PEarupyioT
caM¥ KPOBEHOCHBIE COCY/IbI U KJIETKHW KPOBH, TPEK/IE BCETO TPOM-
6o1uThL. B CBSA3M € 9TUM COCYAMCTO-TPOMOOIMTAPHBIN TeMOCTa3
MIPUHSATO HAa3bIBATh TIEPBUYHBIM TeMocTa3oM. [locrenyoriee BoBte-
YeHue IJIA3MEHHOTO KACKAIHOTO MEXaHU3Ma aKTUBAIUH KOATYJISIIIH-
OHHBIX (DAKTOPOB CBEPTHIBAHNA KPOBA HOCUT Ha3BaHNE BTOPUYHOTO
remocrasa. Oba 9TUX MeXaHHW3Ma B3aUMOCBSI3aHbl U (DYHKIMOHU-
pytoT conps:kerHOo. CBOETO pojia TPETHhUM 3TAIIOM CBEPTHIBAHUS
KPOBH SIBJISIETCSI ITPOLIECC JIM3KCA KPOBSHOTO crycTKa ((huGprHOBOTO
Tpomba) — pUOPUHOIINUS.

Cocyaucto-TpoMGounuTapHbIil reMocras. buosoru-
YeCKOe 3HaU€EHHe COCYANCTO-TPOMOOIIUTAPHOTO reMOCTa3a 3aKJII0-

43



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

yaercd B 0Opa3oBaHUU TPOMOOLUTAPHOTO TPOMbA IIOCPEACTBOM
B3anMoieiicTBUs TpoMOOIINTOB 1 DB B MecTe NOBPEKACHNSI CTEHKH
cocyja.

DB cunTe3upyeTcst 9HAOTENNATBHBIMU KJIETKAMU U Mera-
KapuoIuTaMu, IIUPKYJIUPYET B IJIa3Me B KOMILIEKce ¢ GaKTOPOM
cBepTbiBanus kposu VI1II B Bujie MyJISTUMEPOB Pa3IMYHON MOJIEKY -
JsipHoit Maccel (10 20 mutH. {ansron). CHUZKeHYe UIn OTCYTCTBUE
MYJIBTUMEPOB BBICOKOI MOJIEKYJISIPHON MacChl MOKET TTPUBOIUTH
K KPOBOTOUMBOCTHU, HECMOTPsI Ha HOPMAbHBIH ypoBerb DB (2-it
T Gosesnu BusreGpanja).

TpombouuTel — 6e3bsAAePHbIE JUCKOBUIHON (hOPMBI IIJIACTUH-
KW, cofiepsKarime:

* KOHTPaKTUJAbHbIE GeKK (AKTHH, MUO3WH ), TIO3BOJISIONILE
TPOMOOIIMTAM MEHSITh CBOIO (hopMYy;

* IIOBEPXHOCTHBIE IJIMKOIPOTeuHbl: perentopsl K OB (GP
Ib—IX/V; CD42) u perenrropsr k ¢ubpunoreny (GP 11b—I11a;
CD41/61);

* TpOMOOIMTAPHbIE TPAHYJIbL: ajb(ha-rPaHyJibl, COAepIKaIine
KoaryJsiioHHble aktopbl (ubputoren, OB, V daxrop);

* crieruuyeckue TpomboruTaptbie 6eakn (B-rpoM6orIody-
JIUH, TpPOMOOIUTAPHBIN (haKTop pocTa);

* wI0THBIE TeJiblla, cojgepskaiiue A/LM, ATD, kanbiuii u ce-
POTOHWH.

[TepBas peaxius Ha MOBpeXAEHUE CTEHKN COCY/la — CHa3M
cocyza B tederne 20—30 c. IIpu rubesn sHAOTETMATBHBIX KIETOK
obHasKaeTcst CyOIHIOTENNI, CofepKaliii KoJutareH, pruOPOHEKTIHH
u DB, B KOHTaKTe ¢ KOTOPBIMU MTPOUCXOJAT AKTUBAINS, a/[T€3Ms,
pacriactbiBaHre TPOMOOIUTOB B MECTEe MOBPEKIEHUs COCYIMC-
TON CTEHKU. AKTUBAIUsI TPOMOOIIUTOB € U3MEHEHUEM UX (hOPMBbI
u obHaxkeHreM perenTopa K GubpuHoreny (TpoMOOIUTAPHOTO
riukornporenHa GP I1b/I11a) crioco6eTByeT MpUBJIEYEHNIO HOBBIX
TPOMOOIIMTOB ¥ MHAYIIMPYET TPOMOOIUTapHYIO arperaiuio. Kpome
TOTO, IPOUCXOUT IIEPeCTaHOBKAa MEMOPaHHBIX (hOCHOIUITHIIOB, YTO
BBI3BIBAET aKTUBAIIMIO KOATYJISIIUOHHBIX (DaKTOPOB CBEPTHIBAHUS
KpoBu. [TOBEPXHOCTH AKTUBUPOBAHHBIX TPOMOOIIMTOB CTAHOBUTCSI
30HOIT 06pa3oBaHIs TPOMOUHA.

B akruBary TpoMOOIIMTOB Ba)KHYIO POJIb UTPAET SHAOTENNI

44



[nasa 1. AHaTOMO-(PU3NONOTNYECKNE OCHOBbI CUCTEMbI KDOBETBOPEHWUS M CUCTEMBI FEMOCTa3a

COCY/IOB, CMEHSTIOIINI aHTUTPOMOOTHYECKIE CBOICTBA, XapaKTep-
HbIE JIJIS1 HETO B HOPMAJIbHBIX YCIOBUSX, Ha TPOMOOTE€HHBbIIT II0TEH-
ruast. Takoe MoskeT HaOJIOAATHCS TIPH 3aCTOE KPOBHU, TUIIOKCHUH,
MOBPEXAEHNN CTEHOK (DUBUIECKUMHU U XUMUUECKUMU areHTaMU,
0/ BJUSTHUEM 9K30- U 9HIOTOKCHMHOB (O6aKTepuaibHble HIOTOK-
CUHBI, UMMYHHbBIE KOMILTIEKChI, aHTUIH/I0TeTNATbHbIE U aHTH(hOC-
hosunuHBIE AHTUTEIA, METUATOPBI BOCTIAJIEHUS ), TIOT IENICTBUEM
KJIETOYHBIX U TJIa3MEHHBIX ITPOTEas.

Koaryasuuounusiii remocra3. buonorunueckoe 3Ha-
YeHre KOaTyJIAMMOHHOTO TeEMOCTa3a, WU MPOIecca CBEPThIBAHUS
KPOBH, 3aK/II0UaeTcs B 06pasoBanuu huOPUHOBOTO TpoMOa B MecTe
MOBPEKICHNS CTEHKH COCY/IA.

CaepTbIBaHUE KPOBU — 3TO MHOTOCTYIIEHYATBIN (KaCKaJHBI )
(hepMeHTAaTHBHBIH ITPOIECC, B KOTOPOM YUaCTBYIOT OEJIKU-IIPOTEA3b,
HedepMeHTHBIE GeTKOBbIE aKIleJepaToOpbl MPoIecca U KOHEYHbII
cyb6eTpatHblii 6e10k — hubpurorer (tabu. 1.1). [l o603HaueHMst
AKTUBUPOBAHHBIX (PAKTOPOB CBEPTHIBAHUS IIPUHSATO K UX HOMEPY
H06ABJIATH OYKBY <a».

B niporiecce koaryJisiiimOHHOTO TeMOCTa3a BbIJIEJSIOT TPU Kac-
KaJIHBIX [Ty TH, UK MEXaHU3Ma: «BHYTPEHHUN», «BHENTHUI» U «00-
HIUE» MEXaHU3M, B KOTOPbIX TPUHUMAIOT y4acTHe Olpe/le/IeHHbIe
axTopsl cBepThIBaHMA KpoBU (prc. 1.5).

Buympennuii nymo (mexanusm) axkmueavuu paxmopa X.
[lo cux mop HeT eAMHOTO MHEHU, KaK TPOUCXOIUT aKTUBAIU
XII ¢akropa cBepThIBaHUS, 3AMyCKAIONIETO BHYTPEHHUI Mexa-
M. Haubosiee BeposiTHAa B 3TOM POJIb KOJITareHa cyOaHmoTe-
JIVist, BBIJIEJISIIONIETOCS TIPY TTOBPEKIEHUN cOCy/1a. AKTUBUPOBAH-
uelii X1la BospetictByer na XI daxkTop mpu KaTaau3upyoIiemMm
Y4aCTUM BBICOKOMOJIEKYJISIPHOTO KWHUHOT€HA U TPEKAJLIMKPENHA
(dakrop Dieruepa). AkTuBUpoBaHHbI Xla Bo3ieiicTByeT Ha
IX dakrop. OuHaMbLHON peakiiueil BHYTPEHHETrO MyTH sIBJISIET-
cs aktuBanus pakropom IXa pakropa X mocpeactsom 06paso-
BaHUS T€HA3HOTO KOMILJIEKca, BKJovdalotlero ¢gaxtopsl [Xa, X,
kaabiuil, pochomunuasr u dhaxtop VIII. Ita peakiusa nmeet
HanbOoJIbIlee PETYASATOPHOE 3HAUEHUE B JAaHHOM KOAryJIsiIHnOH-
HOM Kackaze. HauampHad ke peakins MeHee 3HAYNMa, TaK KaK
HacJsiencTBeHHbIH geduiut paxropa XII, mpekasnnkpenna u
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Tabnauma 1.1
MDakTopbI CBEPTHIBAHUS KPOBH M MX AKTHBHOCTb B HOPMAJIbHOI IJIa3Me
Iudposoe HaunmenoBanne AKTUBHOCTB B HOP-
obo3HavEeH e MaJIbHOH T171a3Me, %
I Dubpunorexn -
II [TporpoMGUH 80-120
11 TkaneBoii hakTop (TKaHEBOI 0
TPOMOOIIIACTUH)
v Wousl KambIius -
\Y% Ac-rmobynuH 70-150
VII IIpokonBepTHH 80-120
VIII AHTHTeMODUIbHBIH T100Y- 70-150
gun (ATT)
IX ®Daxrop Kpucrmaca (PTC) 70—-130
X ®Daxrop Crioapra—IIpayapa 80—-120
XI PTA-daxTop 70-130
XII Daxrop XaremaHa 70-150
XIII DubpuH-cTabUIU3UPY O 70-140
daxkrop
- Daxrop Bunnebpamga Bapsupyer

BBICOKOMOJIEKYJIIPHOTO KHHUHOTEHA He JIaeT TeMOPPArnYecKux
MPOSABJICHUH.

Buewnuii nymo (mexanusm) axmusauuu paxmopa X vurpaer
HEHTPATBHYIO POJIb B MHUIMAIINY TeMOocTaTiieckoro orseta. OH
XapaKTepusyeTcs MpsiMoit akTuBaiueil pakropa X KOMILIEKCOM
daxTopa VIla u tkaneBoro daxropa. TkaneBoii (hakTop ABIIETCS
€/INHCTBEHHBIM BHYTPUKJIETOUHBIM KOATYISITHOHHBIM (DAKTOPOM.
On nmpoayIupyeTcs aHA0TeTNATbHBIMI 1 IPYTUMHE KJIETKAMH COCY-
JIUCTOI CTeHKHM. AKTUBHOCTDH TKAHEBOTO (hakTOpa OBICTPO TACUTCS
€CTEeCTBEHHBIM KOAryJISIIMOHHBIM HHIMOUTOPOM TKAaHEBOTO (hakTopa
(TFPI).

O6a myti He 060cO6JIEHBI IPYT OT APYTa U B3AUMOJEHCTBY-
0T TIyTeM B3aUMHO# akTuBaruu Gaxtopos. [lytu coenuusiorcs
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BHYTpeHHUWA NYyThb BHewHu” nyThb

<—I'Iospew:leHV|ecocyna |Caz’ | * | Vil | * | I |

BbicokomonekynspHbIn
KUHUHOTEeH

TeHasHbIN KoMAnekc

,"""d‘:mﬁplﬂHOl’eH DUBPUH-MOHOMEP ®ubpuHonenTabi A v B
[ > a |+ [ona] + [ons]

Y
DUBpuH-nonumep

DUGpwH | + ®rnB
(pacTBOpUMBIit)

MpoTpoMBMHa3HbIN
KOMMNeKc

\

dubpuH I

(HepacTBOpVMbIi1)

Puc. 1.5. Cxema cBeprbiBamust Kposu: mytH aktuar (1o 3.C. bapkararry,

A.IT. Mowmory, 2001)
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Ha akTuBaIuu (akTopa X, 3anyckasi 00uwui nymo (mMexanuszm)
Koazynayuonnozo zemocmasa. Oaxrop Xa akTHBUPYET IPOTPOM-
O6wH c TpeBpalieHreM ero B TpomMOuH. CHavyanma Gpopmupyercs
MPOTPOMOMHA3HBII KOMILTEKC ¢ ydacTrueM (haktopa Va, KOTOpblii
UTpaeT KaTaIUTUIECKYIO poJib aHasorundHo dhaxropy VIIla B TeHa-
3HOM KOoMILIeKce. BHOBb cuHTe3npoBanHbiil TpoMOuH (axrop I1a)
OTIIEILISIET OT MOJIEKYJIbI (hrbprHOTEHA iBa (hubpUHOIEnTHa A
u aBa ubpunonenTuga B. O6pasyorcs GuOGpUH-MOHOMEPSI €
4eThIPbMSI CBOOOIHBIMY CBsi3siMU. [TOBBIIEHNE COMEP/KAHUS B
mrasMe pubpuHOIenTHA0B A 1 B ciyKUT MapKepoM aKTHBAIMH
CBEPThIBAIOIEH crcTeMbl KPOBU U TpoMbunemun. Janee pubpun-
MOHOMEPBI TIOJTUMEPUBYIOTCST B IMMEPBI, TETPAMEpPbI 1 0JIee KPyTi-
HbIE OJINTOMEPBI, OCTAIOIIHUECS €llle B PACTBOPEHHOM COCTOSIHUU.
O6paszoBanue crycTka GpubpuHa u MpeBpalieHe ero B HepacT-
BopuMYyto hopMmy ocytiecTsisiercst npu yuactuu daxropa XIlla,
aKTUBUPOBaHHOTO TpoMOUHOM (daktopom I1a) mpu yuacruu
MOHOB KaJIbIHSI.

1.4.2. [IpOTHBOCBEPTbHIBAIOLLINE MEXAHU3MbI

B niporiecce aktuBanuu KoaryJisiiiuOHHOTO KaCKaIHOTO CBEP-
TBIBAHUS KPOBU 3aJI0KEHBI 1 MEXaHU3MBI €T0 TTOCIeYIOET0
CaMOTOPMOXKEHUS, 3aKJTI0UAIONUECS] B TOM, YTO (DaKTOPbI CBEP-
TBIBAHUS U UX MeTabOJUTHl HAYMHAIOT MPUOOPETATh AHTHKOA-
ryJIsuOHHbIEe cBOMcTBA. DUOPUH CBA3bIBAET U MHAKTUBHUPYET
6oasbie KoauyecTBa TpoMOuHa 1 hakTopa Xa. Ocobyio poib B
nporecce Tpanchopmaiuu hakTOPOB CBEPTHIBAHUS B BEMIECTBA
C aHTUCBEPTHIBAOIIEH aKTUBHOCTHIO UTPpaeT TpoMOWH. Pacind-
POBaH TaK Ha3bIBaeMbIil TPOMOMHOBBII MapaoKc. 3HAYUTENbHAST
4acTh TPOMOMHA TTPU AKTUBAI[UHU CBEPTHIBAIOIIEN CHCTEMBI KDOBH
CBSI3BIBAETCSI ¢ TPOMOOMO/IYJIMHOM COCYAMCTOM CTEHKH U yTpa-
YMBaET CIIOCOGHOCTH BBI3BIBATH 0OpazoBaHue HuOpUHA U aKTH-
Buposarb (akrop XIII. 3abs0KkupoBaHHBII TPOMOOMOLYIUHOM
TPOMOUH aKTUBUPYET Ba)KHEHIITE aHTUKOATYISTHTBI — [IPOTEHHBI
C u S, BbI3bIBast yepes HUX aKkTuBaluio Gubpunoansa. Kpome
TOT0, GOJIBIIYIO POJIb B TIO/IEP/KAHIH KUIKOTO COCTOSTHUST KPOBH
UTPaeT TPYIIa NePBUYHBIX (U3UOJTOTUYECKUX AHTUKOATYJISTHTOB

(tabm. 1.2).
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Tabanuma 1.2

OcHoBHbIE NNEepBUYHbIC qmsnonomqecxne AHTHKOAryJISTHThI

(ITAT), nam an-
turpombun 111

lenmapun

Kodaxrop remna-
puna II

[Tportenn C

[Iporeun S
TpomGoMomy s

Wuruburop
TKAHEBOTO IIyTH
CBEPThIBAHMS

(TFPI)

HaumenoBanue MexaHu3MBbI 1elicTBUS
[Tnazmennbrit [TporpeccuBHO AEHCTBYONIMIT KHIHOUTOP TPOM-
AHTUTPOMOMH 6uHa, hakTopa Xa ¥, B MEHbIIEH CTEeNeHH, APYTUX

(epmenTHBIX (haKTOPOB cBepThiBanus. [1razmen-
HBIH KO(aKTOP TermapruHa

CysibaTupoBaHHbIil TTOJIMCaXapul, 06pasy oIl
komriekchl ¢ [TAT, nepeBostinmii mocjaeHI B
OBICTPOAEIHCTBYIONINI aHTHKOATYJISTHT

Cabblil aHTUKOATYJISIHT, eCTBIE KOTOPOT'O BbISIB-
JigeTcs B MPUCYTCTBUY TeTapIHA TOCJIe YAaTeHUs
3 maasMel ITAT

BHTaMI/IH-K-BaBHCI/IMaH CEpUH-aMH/la3a, THAKTUBN-
pytomas paxropsl VIla u Va; sH10TeHHBIHN akTUBA-
TOP MJIA3MUHOTEHA., AKTUBUPYETCSI TPOMOMHOM 1
KOMILITEKCOM «TPOMOOMOTYTMH—TPOMOHH»>

Buramun-K-3aBucumoiii kodakTtop nporenna C

[mukonpoTtent, GUKCHPOBAHHBIN HA IIUTOTLIA3-
MaTH4ecKoil Membpane anpoTesus. CBs3biBaeT

U MHAKTUBUPYET TPOMOWH, HO He 0cIabIisieT ero
aKTUBUPYIOMIETO AeficTBHsA Ha poTenH C

MHTHGUTOP KOMILTEKCA «TKaHEBO# (hakTop — (hak-
top VIla — akrop Xa — Ca**»

1.4.3. ®ubpuHONHTHYECKAs (M1a3MHHOBAsA) CHCTeMa

DepMeHTHASI CUCTEMA, BBI3bIBAIOIIAS [TPOTPECCUPYIOIIEE ACUM-
MeTPUYHOE paciierieHre pubpuHoreHa u GpudpUHa, HOCUT Ha3Ba-

Hue GUOPUHOTUTUIECKOI, JIU TIa3MUHOBOM, CUCTEMBI. [JIaBHBIM
NecTBYTONNM (haKTOPOM 3TOH CHCTEMBI SIBJITETCS TIITA3MIH, CO/IEP-
JKaluiics B 171a3Me B Bujie mpodepMeHTa niasMuHorena (puc. 1.6).
AKTHBaIN4 Ia3MUHOTEHA C TIPEBPAIEHNEM €T0 B MIJIa3MUH aHAJIO-
TMYHO CBEPTHIBAHUIO KPOBU MOJKET OCYIIECTBJISTHCS 110 BHYTPEH-
HEMY W BHEITHEMY TTyTH.
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BHyTpeHHUIA MexaHn3M (nnasmex- BHeLHWI MexaHn3M (3HgoTenui
Hble dhaKkTopbl U haKTOPbI KINETOK cocyaoB, MOHOLMTbI/Makpodaru,
KpoBMU) dnbpobnacTbl)
XaremaH- XaremaH- TkaHeBOW akTMBATOP MNasmMvHoreHa,
3aBUCUMBbIN He3aBUCUMBbIN ypOKMHasa
Y

Xl — Xlla

KannukpenH

A

\4

\J

MnasMmuHoreH |
---------- MHrmbuTopel akTvBa-
a,-aHTUNNasM1H v TOPOB MNnasmMyHoreHa
©,-MaKpOrnoBy MK [~ >| Mnasmun | (PAI-1, PAI-2)

Puc. 1.6. Cxema ¢pubpuHOIN3a: —— CTUMYJHPYIOIIEE NeiiCTBHE;
--------- » nojasistiontee neiicreue; PAI-1(-2) — Plasminogen activator
ingibitor-1(2)

Buemnrnuil myTh akTUBAIIMU BKJIIOUAET yYacThe TKAHEBOTO aK-
tuBaropa maazmuHorena (TAII), moctymaiorero us aHgoTE NS
COCY/IOB, M YPOKHHA3bl, CHHTE3UPYyeMOil (hubpobiractaMu, MOHO-
UTaMu/MakpodaraMu 1 aHAOTETNATBHBIMHU KJIETKAMU.

BryTpeHHmit MeXxaHU3M aKTHBAIUK (DYHKIIHOHUPYET Orarogapst
TIJIAa3MEHHBIM aKTHBATOPAM 1 aKTUBATOPAM, BBI/IEIIEMbBIM KI€TKAMHU
KpoBU. BHyTpeHHUII MeXaHU3M aKTUBAITNH PA3/IEJISTIOT HA XareMaH-
3aBHCHMBIil 11 XareMaH-He3aBUCHMBbIiA. XareMaH-3aBHCHMbIiT (hrOpu-
HOJIN3 peanuayeTcs ¢ yyactreM daktopa cBepTeiBaHus kpoBu XIla
U KaJUTHKperHa, XareMaH-He3aBUCUMBIN (PUOPUHOJINE TIPOUCXOUT
Han6oJ1ee 6b1cTpo. ETo OCHOBHBIM HazHAUYEHUEM SIBJISIETCSI OYUIIIEHUE
COCY/IUCTOTO PyCJia OT HEeCTaGUITU3UPOBAHHOTO (hUGPUHA, KOTOPBIit
obpasyercsi B IpoIecce BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KPOBH.

B nasme kpoB#, MOMUMO aKTUBATOPOB TJIA3MUHOTEHA, HAXO-
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JISITCS TaKsKe MHTUOUTOPBI (hubprHOIM3a. BaskHeimmMu 13 HUX s1B-
JISTIOTCSI MHTMOUTOPBI akTHBaTOPOB 1iadmutorena (PAI-1 u PAI-2),
0L,-aHTUTIJIA3MUH U 0L,-MaKPOTJI00YJIMH, CBA3BIBAIOIIME TIIA3MIH,
KaJmuKkpenH, ypokuaasy u TAIL

ITnasMuHOBas cucTeMa HalpaB/eHa Ha Ju3uc GubpuHOreHa
U PacTBOPUMBIX GUOPUH-MOHOMEPHBIX KOMILIEKCOB. [Ipu criib-
HOI aKTUBAIUU ITON CUCTEMbI MOKeT HabaogaThes U Gudpu-
HOTEHOJIN3. AKTUBHBIN TJIa3MUH BBI3bIBAET TIOCJIE[0BATENbHOE
acuMMeTpuyHoe pacuierienue pubpunorena u GubprUHA Ha BCe
6ouiee u GoJiee Meskre hparMeHTsl, 0003HAYAEMbIE KK TPOLYKTHI
nerpazaaiuu ¢hpubpuna. Ipu pacimerniennn pubputHorena oo6pasy-
forcst pparmentsr D u E. @ubpun paszesnsercs: Ha Gosiee KpyITHbIe
dparmentsr — pqumepnsl D-D, tpumepst D-E-D u np. B cBs3u ¢
OTJIMYUAMK AHTUTEHHBIX CBOMCTB 9TUX (PParMeHTOB ¢ MOMOII[bIO
crierUIeCKUX aHTUTE MOKHO OTIPE/IETUTh BhIPA)KEHHOCTD (hrh-
puHOIM3a Wian pudpUHOreHOM3a. D-11uMep SIBJISIETCST OHUM U3
HanboJiee HaJlesKHBIX CBUETENei TPOMOO3a B MaruCTpaibHbIX
cocymax u TpoMO60dIMOOINN.

1.4.4. CoBpeMeHHble NnpeacTaBieHus
O Mnpolecce CBepTbIBaHUA KPOBH in vivo

«KackasHast» MoJiesib CBEPThIBAaHUST KPOBH, 00BSICHSIOIIAS
HTAITHOCTD MPOIeCca CBEPThIBAHUS KPOBH in Vitro, He 0ObsICHSET
OCTAHOBKY KpoBoTeueHUs in vivo. [Ipexze Bcero, oHa He OTBeyaeT
Ha BOTIPOC, TIOYEMY BO3MOKHOCTH 0Opa30BaHUs MPOTPOMOMHAZBI
(akTMBaTOpaA TPOMOMHA) 110 OHOMY ITyTH HE KOMIIEHCHUPYET MOJIOM-
Ky B ipyroM. B mociiesiiee BpeMst ostydeHbl yOeinTe IbHbIe TAaHHbIE
0 TOM, YTO B OpraHU3Me YesioBeKa 06a My TH TECHO CBSI3aHbI MEXK/LY
cobOM 1 ¢ TPOMOOITUTAMH.

Dusuosioruyeckoe 3HaY€HNE CUCTEMbI TEMOCTAa3a — OCTAHOBKA
KPOBOTEUECHMS TIPU TIOBPEKICHUN 1IETTOCTHOCTU COCYIMCTOM CTEHKU
U NIOJIJIEPIKAHIE JKUJIKOTO COCTOSIHUSI KPOBU B 11eJ10M. [loBpeskienue
cocy/ia BBI3bIBAET OJJHOMOMEHTHO TPH TIPOIECCA: CMa3M COCY/a,
AKTUBAIIMIO U arperaiuio TpPOMOOIUTOB, a TaK/Ke aKTUBAIINIO (hak-
TOPOB CBEPTHIBAHUSI KPOBK. AKTUBAIIMS U arperaiust TpOMOOITOB
HPUBOAKUT K 0OPA30BAHUIO IEPBUYHON TeMOCTATUYECKON IPOOKU
U3 arperupoBaHHBIX TPOMOOIINTOB. Takast poGKa MOKET OBITD 10-
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CTATOYHON TIPU MOBPEKACHUHN KATUJIISIPOB UJIA COCY/IOB MEJIKOTO
kaanOpa. Ho ona HeoctaTouHa mpu moBpesKIEHUH COCY/IOB CPel-
Hero Kasmb6pa (Kak To HabJTio1aeTces IpU 9KCTpakiinu 3yoa). B atom
ciydae HeO6X0MMO 06pa3oBaHiie BTOPUYHON TeMOCTaTHYeCKOi
POOKH, YTO MPEAIIOJIaraeT yCuaeHue IepBUYHON TPOOKN HUTSIMU
dbubpuna.

[To coBpeMeHHBIM IpeICTaBAECHUSM, TTPOIECC CBEPTHIBAHUS
KPOBH iN Vivo MOKeT ObITh ITPEICTABIEH B BUJIE TPeX (has: MHUIIH-
alluy, YCUJIEHUS ¥ PACIIPOCTPAHEHUST KOATYJISIIUN.

@daza maunuanuu. [loBpexpenve creHKH cocya Mpu-
BOJIMT K KOHTAKTY KPOBHU C CYOIH/IOTEINATbHBIMU KJI€TKaMK. Tem
caMbIM obecrieunBaercst KOHTakT TkaHeBoro daxropa (TF) ¢ VII
nimm VIla ¢paktopom KpoBH.

TraneBol (hakToOp, UK TKAaHEBOW TPOMOOILIIACTHH, UJIN TKa-
HEBOI aKTUBATOP ILJIA3MUHOrEHa, — CHeludUUecKuil 6eI0K, Bbi-
cokoauuuslil perientop aad dakropa VII, hepment cepuHoBas
nporeasa. TF akcnpeccupyoT MHOTHE TUIIBI KJIETOK, BKIOYAs
cybanoTenii, He KoHTakrupyoiue ¢ kposbio. Maxrop VII yHu-
KaJIeH TI0OTOMY, UTO Y 3/[0POBOTO Y€JIOBEKA IIPUCYTCTBYET B KPOBO-
TOKe B ysKe aktuupoBanHoii popme (VI1Ia) B kosmmuectse 0,01-1%
or Beero cozgepxkanust VII. Makrop VIla 6e3 TkaneBoro dpakropa
obJ1ajiaeT 04eHb HU3KOIT IPOTEOIUTHIECKOI aKTHBHOCTBIO, KOTOPast
YCUJINBAETCST HA HECKOJIBKO TOPsIKOB B ipucyTcTBuu TE Baanmo-
nerictsue TF ¢ VIla mpuBogauT x Tpancdopmaiinn X B aKTUBHYIO
(opmy Xa B 30He TIOBpeKIeHUs HAOTENMS. Jlasee B KOMILIEKce
«TF-VII» axtuBamusg daxropa VII mponcxoant mos BansgHueMm
komiuiekca « TF=VIla» niu dpaxropa Xa. AKTUBHBIN KOMILJIEKC
«TF-VIla» myTem orpaHn4eHHOTO TIPOTE0JIN3a aKTUBUPYET (haKTo-
pot X u IX. TIpu arom o6pasosasimiics IXa kak 66 COCKaIb3bIBaeT
C TIOBEPXHOCTH CYyOIHIOTENNATBHBIX KJIE€TOK, HECYIIINX TKAHEBON
(hakTop, U B3aUMOJIENCTBYET CO CHEIUMUUECKIM PEIENTOPOM Ha
AKTHBUPOBAHHBIX TPOMOOIIUTAX, HAXOSIIUXCS B HETIOCPEACTBEH-
HOI 6JIN30CTH.

TpOMOOITUTEI TPEOCTABISIIOT MECTa CBSI3U JIJIs TPOTPOMOUHA
(perterrrop I1b-111a) ¢ mocseayoOMNUM TPOTEOJU3OM TIPOTPOMO¥-
Ha (akTopom Xa u mpeBpaiienueM ero B TpomOun. [Ipu atom B
(HOUBMOTIOTHYECKIX YCIOBUSIX 00pasyeTcsi HeOOJIbIIOE KOJNYECTBO
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TpoMOUHA, KOTOPOE HE B COCTOSIHUU TPaHChHOPMUPOBATL HGUOPH-
HOTeH B (pMOPUH B JOCTATOYHOM JIJIsI OCTAHOBKU KPOBOTEYEHUST
KOJINYECTBE.

DusnosorHyecKoe 3HaUYeHNE MePBOil (ha3bl CBEPTHIBAHUS KPO-
BU — WHUIIHAIIMK KOATYJISIUI: aKTUBHOE B3aUMOJIEHCTBIE TPOM-
601nTOB U (HaKTOPOB CBEPTHIBAHUS KPOBH (MOBPEKICHUE DHIO-
TEJINST COCY/IOB BBI3BIBAET Q/IM€3MI0 U arperaiuio TpPOMOOIIUTOB |
MHUIUUPYET CBepPThIBaHUE KPOBH). TPOMOOIUTHI CITOCOOCTBYIOT
006pa3oBaHni0 HEOOJIBIINX KOJIUYECTB TPOMOMHA, KOTOPBIE SBJISI-
IOTCST MOIITHBIMU CTHMYJIITOPAMU WX arperarfii.

Bo BTOpoIii haze cBeprhiBanust KpoBr — (pa3e yCUIEHUS
Koaryasiiuu — oOpasoBaBIINECss MUKPOMOJISIPHbIE KOJTMYECTBA
tpomOuHa aktuBupytor dakropsl X1, VIII u V Ha noBepXHOCTH
TpOoMOOIMTOB. YBennuenue akTuBHbIX opm X1 u V gocturaercs
TaKKe UX ceKpelneil u3 anbda-rpaHyJ mracTuHoOK. [Iporeasa Hek-
cut 1, BbiziessieMast aKTHBUPOBAHHBIME TPOMOOIIUTAME, HHTHOM-
pyet dakrop Xla.

B Tperbem mepro/ie cBepThIBaHusS KPOBH — (pa3e pacmpo-
CTPaHEHHUS KOATYJSIMMOHHOTO Mpoimecca — TpoMboIu-
THI, AKTUBMPOBAHHBIE B 30HE TIOBPEKICHISI CTEHKH COCY/1a, OJ1aro-
JIapst MHOTOYNCJIEHHBIM PEIENITOPHBIM CTPYKTYPaM PEIOCTABIISTIOT
MIOBEPXHOCTbH, HA KOTOPOU MTPOUCXOAUT COOPKA, KOHIIEHTPAIHSI, aK-
TUBAIMS BceX (DaKTOPOB CBEPTHIBAHMS, YYaCTBYIONINX B 06pa3o-
BaHUU TEHA3HBIX 1 TPOTPOMOMHA3HBIX KOMILIEKCOB, C TeHEpaInei
60JIbIINX KoAUYecTB TpoMOuHa. IIpoTpoMOUMHASHBINA KOMILIEKC,
KOTOPBIiT (hOPMUPYETCsT Ha TOBEPXHOCTH aKTUBUPOBAHHBIX TPOM-
GOIUTOB, UHUITMKMPYET MTPOTEOJIU3 TIPOTPOMOMHA ¢ 0OpasOBaHUEM
GOJIBIIIOTO KOJIMYECTBA TPOMOUHA, MU «TPOMOUHOBOTO B3PBIBa».
Tpombun pacuiensietr pubpuHoreH u akruupyet dakrop XIII,
4TO TIPUBOIUT K 0O6Pa3oBaHuUI0 HepacTBOprMOro (ubpuna. B tpe-
ThIO (ha3y BbIpabATHIBAETCS TAKOE KOJMYECTBO (hrubprHa, KOTOPOE
HEeOOXOIMMO JIJISI TeMOCTaTHYeCKU 3((HEKTUBHOTO CTYCTKA.

OcCHOBHbIE UJIEH COBPEMEHHOH KOHI[€MI[HH CBEPThI-
BaHHWS KPOBH in Vivo:

1. In vivo miportecc cBepTHIBAaHKSI KPOBU SIBJISIETCS] €IUHBIM 1
CBSI3aH C TEMOCTAaTHYECKUMU PEAKIHSIMHU TPOMOOTITOB. TpomGoITH-
TBI HE TOJIBKO YYaCTBYIOT B aKTUBAIIMU KOATYJISIIIHOHHBIX (DAaKTOPOB,
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HO U BBITIOJTTHSIOT (DYHKITUIO PETYJISIIUN BCETO ITPOIlecca CBePThIBA-
HUS KPOBU.

2. KoaryiaiuoHHbIl mipoiiece B (PU3NOTOTHIECKUX YCIOBUSIX
JIOKaIM30BaH 30HOM gedexTa cocyna. Ero HepacmpocTpaneHunio
CIIOCOOCTBYIOT ITPOTUBOCBEPTHIBAOIIAS CHCTEMA U HOPMAJIBHO (hyH-
KITMOHUPYIOTIIE 9HAOTETUOIUTHI.

3. I36bITOK TpOMOUHA B OpPraHu3Me YeJloBeKa MHAKTHBHUPY-
ercst anTuTpoMOrHOM I11, KOTOPBIN TakKe aKTUBEH B OTHONIEHUH
dakropos Xlla, Xla, [Xa, Xa.

4. TlopepsKaHuio KPOBU B JKUIKOM COCTOSTHUH CIIOCOOCTBYIOT
PETUKYJIO09HIOTEINANIbHAS CUCTEMA U TelaTOIUThI TOCPeICTBOM
crienmupuIecKoro yAaleHnss akTUBUPOBAHHBIX (haKTOPOB CBEPTHI-
BaHus KpoBU U pubpuHoreHa 6e3 Kakoro-anbo BIAMSAHUS Ha IIPE-
IIIECTBEHHUKH, TTyTeM OTPAaHUIEHIST PACTIPOCTPAHEHUS KOATY ST
IpU y4acTuu MHrHOMTOpa My TH TKaHeBoro (akropa (tissue factor
pathway inhibitor, TFPI), TpoMboMo Ly IMHa, TerrapuHOTIOL00HBIX
IIMKO3aMUHOTJIMKAHOB MTOBEPXHOCTHU 9HIOTETUOITUTOB.

TEFPI npoayuupyercst 9sH10Te/IMalbHbIMU KJIETKAMU U OKa3bl-
BaeT cBoe ieficTBue B MecTe oOpasoBanus komiiekca « TF—VIla».
TFPI caswiBaetcs ¢ panee chopMrpoBaHHBIM KOMIIIIEKCOM « TF—
VIla—Xa», GbICTPO CHUIKAET MPSIMYIO aKTUBAIMIO (hakTopa X Ha
MTOBEPXHOCTU HAOTETUOIIUTOB, TPEPHIBAST BECh KOATYJIATINOHHBII
Kackafl.

TpoMOUH, COEAMHSISICH ¢ TPOMOOMO/LYJIITHOM, 9KCIIPECCHPYe-
MBIM 2H/IOTEJIMOIIUTAMU, TEPSIET CBOU KOATYJIIIIMOHHBIE CBONCTBA,
nepecraer akTUBMPOBaTh TPOMOOIUTHI 1 akTUBUPYeT TporerH C.
ITocneanuii B mpucyTCTBUM cBoero KodakTopa — MPOTenHa S —
npoTeosuTUdecku paciieniser gaxktopsl VIIIa n Va, npepoiBas
obpaszoBaHue TPOMOUHA.

WuTakTHBIE 9HAOTETNATBHBIE KIETKU, HECS Ha CBOEI TTOBep-
XHOCTHU TEeTapuHOIO[00HbIE TJINKO3aMUHOTIMKAHBI, YCUIUBAIOT
urrubupyommii acdext AT 11T u TFPL

Takum 06pa3om, 10 COBPEMEHHBIM MTPEICTABIEHUSIM, ITPOIIECC
CBEPThIBAHUSI KPOBHU SIBJISIETCS €[IMHBIM U IIPOTEKAET Ha TPOMOOIIHU-
Tax, KOTOPbIE BBICTYIAIOT €0 perystopamu. B ¢pusnonsornyeckux
YCJIOBUAX CHCTEMa TeMOoCcTa3a (QYHKIIMOHNPYET KaK eIHOE TIeJ10e 1
HallpaBJieHa Ha COXPaHEeHUe IIeJIOCTHOCTHA COCYANCTOTO PYyCJia ITyTeM
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opmupoBanus remoctaTnuecku ahPEKTUBHOIO CTYCTKA TOJTBKO B
MeCTe MOBPEKIEHUS COCY/Ia. ITOMY CIOCOOCTBYET MECTHAS Ba30-
KoHCTpHKIMst. OOpa30BaBIIUIICs B pe3yJIbTaTe akTUBAIIMN CUCTEMBbI
reMocTa3a TPOMOWH AEHCTBYET JIOKAIBHO, 1 €r0 H30OBITOK OBICTPO
WHAKTUBUPYETCS B 30HE HETIOBPEKIAEHHOTO SHI0TEMNS. DTOT PaKT
SBJISIETCST HETIPEMEHHBIM YCJIOBUEM TIO/IIEP;KAHUST KDOBU B JKHUJTKOM
COCTOSTHMM ¥ HEOOXO/IMM JIJISI BHITIOJTHEHMSI €€ (DyHKITHIA.



Maea 2

METOAbl HCCAIEAOBAHHA KAETOK KPOBH,
OPIrAHOB KPOBETBOPEHHHA H CHCTEMbI
IFEMOCTA3A

YcranoBiaenune JInaraosa 3aboJieBaHUA KpOBU IIpeariojgaraeTt
nuccjaeg0oBaire KJIETOK KPOBU U OPraHOB KPOBETBOPEHUA C IIOMO-
IbIO MOpq)OJIOFI/I‘{eCKI/IX, MMMYHOJIOTUYECKUX, IUTOT€HETUIECKUX
n MOJIeKyJIHpHO-6I/IOJIOFI/I‘-I€CKI/IX METOI0B.

2.1. Mopdonornyeckne metoabl

Mopdosornueckue METOBI BKIAOYAIOT ITUTOJOTHICCKIE T
THCTOJIOTHYECKUE UCCIICIOBAHMSI.

OGBEKTOM TIUTOJIOTHYECKOTO MCCIEJOBAHNUST SIBJISIETCST B3BEChH
KJIETOK TTepudeprIecKoii KpoBH, KOCTHOTO MO3Ta i OMOJIOTHYECKUX
JKUIKOCTEN (CITMTHHOMO3TOBOMH, TIJIeBPaJbHON 1 p.). OCHOBHBIE
BU/IBI [UTOJIOTUYECKOTO UCCIEI0OBAHNS B TeMaTOJOTMH: KJINHU-
YecKMI aHain3 KPOBH, MOJICYET MUETOTPAMMBI, IINTOXUMUYECKIE
MCCJIEe/IOBAHMS KJIETOK KPOBU 1 KOCTHOTO Mo3ra. MaTepuas st
IIUTOJIOTHYECKOTO NCCIIEI0OBAHUS TTOTYYAIOT TPU BEHETTYHKITNN NITH
MYHKIIMU KOCTHOTO MO3ra (acrupalioHHast OUOTICHST).

lmcTosmornyeckue nceseloBanNs — 3TO TIPEKIE BCETO MCCIe-
foBarne GUONTAaTa KOCTHOTO MO3Ta, B3SITOTO MOCPEJCTBOM TpeTia-
HOGHOTICHH, a TaKKe TKaHW JUM(DAaTHIECKUX Y3JI0B, TTOJYIEHHOI
[OCPEICTBOM 9KCIU3UOHHOU OHOTICHH.

2.1.1. KOIMHHYeCKHH aHa(n3 KPOBH: allTOPHTM OLIEHKH

HBJH) KIIMHUYECKOT'0 aHa/In3a KPOBU — JIMAarHOCTHUKA KOJIMYECT-
BEHHBIX 1 KAUeCTBEHHbBIX N3MEHEHNH KJIETOK KpoOBH1 (3pI/ITpOL[I/ITOB,
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JIeiiKonuToB 1 TpoMboLnuToB). KojmmuecTBeHHbIE U KAUeCTBEHHbIE
M3MeHEeHUS KJIETOK KPOBU MOTYT HOCHUTD PEAKTUBHBIHN XapaKkTep Nin
OBITh CJIe/ICTBHEM 3a00JIEBaHUST CUCTEMbI KPOBETBOPEHNSL.

Ha ceroHsinHuii IeHb CyIeCTBYOT JBa CII0c0o0a MCCe[0Ba-
HUST KIIMHUYECKOTO aHATIN3a KPOBU: pyYuHoul (MU MaHyaJIbHBIN ) U
ananuzamopnoiii. B nepBoM ciryuae mapaMeTpbl KPOBH UCCIIENy-
IOTCSI C TOMOIIBIO PA3JIMYHBIX PYUHBIX WJIH AIIAPATHBIX METOHK.
B Hacrostiiee BpeMst MaHYaJIbHBINA CIIOCOO B CBSI3U ¢ OOJIBIIMMU
3aTpaTtaMy BpeMEHU, OTPAHUUYMBAIOIIUMHU YNCIIO UCCIIE/yEeMbIX T1a-
pamMeTpoB ¢ ToTepei IMarHocTIYecKoi MHHOPMATUBHOCTH, BBITEC-
HSIETCST aHAJIM3aTOPHBIM c1tocoOoM. B aTom cirydae uccieoBatmne
BCEX MMapaMeTPOB KJIWMHUYECKOTO aHAIN3a KPOBHU OCYIIECTBISIET
ABTOMATUYECKUI TeMATOJIOTHUeCKUY aHATNU3ATOP.

Iemaromornueckre aHaTM3aTOPBI TOIPA3ETAIOTCS HA HECKOJTb-
KO TEXHOJIOTHYECKKX TUTIOB. Harboree mupokoe pacipocTpaHeHne
MOJTYYWJIN /IBA U3 HUX: OMITHYECKHE aHAIN3ATOPBI, NCITOIb3YTOTIHe
pasyinuus B pACCENBAHUY CBETA, U AllePTYPHO-UMIIE/IAHCHBIE CYET-
YUKW, pearnpyiomniye Ha n3MeHeHe COITPOTUBICHUS 2JIeKTprUYec-
KOMY TOKY.

YerpoiicrBo onrndeckux anaausaropos (Technicon, «Bayer
Diagnosticy) npenrosiaraer mMpoxXoxKAeHUE KIETOUHOTO TTOTOKA
Yyepe3 y3KHUi (POKyCHpPOBAHHBIN CBETOBOH Jiyd (Yalre Ja3epHBbIN ).
Kietku, nmpoxo/ist uepes Jiyd cBeTa, MPEPHIBAIOT €r0 U MPEJIOM-
JIATOT, YTO TEHEPUPYET SIEKTPUYECKUT UMITYJIbC, PETUCTPUPYEMBIT
CYETHBIM YCTPOHCTBOM. PaccenBanue cBeTa MU3MEHSIETCS B 3aBUCH-
MOCTH OT pa3Mepa, 00beMa 1 (hOPMBbI KIIETOK.

[Tpumepom anepTypHO-UMIIEJAHCHBIX CYETUNKOB SIBJISIIOTCS
anamusaTopbl Coulter, Sysmex (puc. 2.1). Kak Tobko equHnyHast
KJIETKA [TPOXOIUT Y€ePe3 CIeIUaTbHOE OTBEPCTHE B TOHKO# TPYyOKe,
OHa MEHSET COTTPOTUBJIEHNE ATIEKTPUYECKOMY TOKY MEKIY ABYMS
MJIATUHOBBIMY 2JIEKTPOIAMHU, TEHEPUPYS 2JIEKTPUUECKII MMITYJIhC.
Kaskapiit UMITyJThC 3aTTMCHIBAETCS 3JIEKTPOHHBIM YCTPOICTBOM. Be-
JIMYMHA UMITYJIbCA TIPOIOPIIHOHATbHA 00bEMY KJIETOK, UTO U JIEKUT
B OCHOBe nX A epeHtnanmm.

PesyuibraT mojicuera KJeToK KPOBU BBIBOJMTCS Ha Oymary.

IemaTosornyeckme aHajan3aTopbl B 3aBUCHMOCTH OT CBOETO
KJIacCa UMEIOT Pa3JIMuus 110 YUCJIIY OIIPE/Ie/ISIEMbIX TaPaMETPOB.
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Puc. 2.1. Onrrnyecknit anasnmzarop (Sysmex-2000i)

[TapameTpsl neprdepnyeckoii KPOBU, MUHUMAJIBHO OTTPe/IeIs-
eMble AaBTOMAaTHYECKUM reMaTOJIOrMYeCKUM aHATTM3aTOPOM:

1. AGcosIoTHOE KOIMYECTBO B eiNHUIE 00beMa KPOBH IPUT-
porros (RBC), rpomboruros (PLT), neiikonuros (WBC) u or-
JIeTTbHBIX BUIOB JIEHKOTUTOB (TpaHyaonunToB, Gran, TuM@oInTOB,
Lym, moHoITOB, MOn) B mpotteHTax 1 abCoTIOTHBIX Mudpax.

2. Kommuectso remornobuna (HGB) B exnnHuite o6beMa Kpo-
BU.

3. Iputporurapusie nHAekcs: HCT — rematoxput, MCV —
cpennuii oobem aputporuta, MCH — cpejtee coepkanue reMo-
riobuna B apurpoiute, MCHC — cpeiHsst KOHIIEHTPAIIUST TeMO-
riobuna B apurponute, RDW — pacnpezeserne spuTpoIuToB 1o
mupuHe (1oKa3aTesab aHN30IUTO3a IPUTPOITUTOB).

4. Tpombonurapubie nngexcb: MPV — cpennmuii 06beM TpoM-
6onntos, PDW — pacnpeeserne TpoMOOIUTOB 110 MupuHe (1o-
Kaszaresib aHU301UTO3a TPOMOOIIUTOB).
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Cy1ecTBYIOT aHAIM3aTOPbI, KOTOPbIE 00ECIIEYMBAIOT aBTOMA-
TUYECKUU TIOJICYET B TOM YUCJIE U PA3HOBU/IHOCTEN IPAHYJIOIUTOB
(He3pesIbIX U 3peJIbIX HeNTpoduIos), 903uHoduIoB, 6a30puios, a
Takske OJIACTHBIX KJIIETOK U PETUKYJIOIUTOB.

ABTOMaTHYECKUI TIO/ICYET HPUTPOIMTAPHBIX U TPOMOOIUTAP-
HBIX WH/IEKCOB SIBJISIETCS TIPEUMYIIIECTBOM aHAIM3ATOPHOTO MCCJie-
JIOBaHMS KPOBU. VTHIEKCHI 9PUTPOITUTOB — 3TO ITU(POBBIE XapaKTe-
pucTUKKA MOPGOJIOrTIECKUX U3MEHEHUH B KJIETKAX IIPH HAPYIIEHUSIX
HPHUTPOII093a Pa3IMIHOTO reHe3a. OcoOEHHO STPKO MOP(hOJIOTIeCcKre
M3MEHEHVsT 9PUTPOITUTOB MPOSIBJISTIOTCS B KOJICOAHUSIX SPUTPOIIUTAP-
HBIX MH/IEKCOB TIPH JIEPUITNTE JKeJie3a, TPOTEKAIOIIEM C HAPYTITEHITEM
CHHTe3a TeMorIo0rHa, 1 pu edurre ButamuHa B, wm posrmesoit
KHCJIOTBI, BLI3BIBAIOTIIEM HAPYIIIEHHUS B TIPOIIECCE JIETEHIS KJIETOK, a
TaKyKe TPU PA3JINIHBIX TEMOJUTUYECKITX AHEMUSIX.

HopwmaTuBsl 11okazaTesei aHajii3a KPOBU MTPH aHAIM3aTOPHOM
nccseloBaHuy HoJiee MIMPOKKE, YeM PU MaHYaJTbHOM HCCJIe[0Ba-
Huu (npunoskenue 1).

Haun6osiee 3HaunMble KOTUY€CTBEHHbIE H3MEHEHH S
cocraBa mepuepuyecKkoil KPoBu:

Cnusicenue noxazamesei nepugpepuneckoi Kpoeu:

1. Anemusi: y myskunt remorsiooutn (HGB) menee 130 r/i; y
sxenmuH — 120 v/

2. TpombouuTonenust: tpombouuTos (PLT) menee 150,0x10° /11,
TPOMOOTIUTONIEHNUST ¢ BBICOKMM PUCKOM CITOHTAHHBIX KPOBOTEYE-
Huit — PLT menee 20,0x10°/51.

3. HeiirporneHus: abCoJMIOTHOE KOJUYECTBO IPAHYJIONUTOB
(Gran) menee 2,5x10° /1. KpurepusiMu KIMHUYECKH 3HAUUMOI Hell-
TponeHnn (BbICOKUI PUCK PAa3BUTHUST NH(EKITUOHHBIX OCJIOKHEHMH )
CYNTAIOT YPOBEHH TPaHyIOIUTOB MeHee 1,5x10° /11, skusueyrposxa-
Iolell HelTponieHnn (arpaHyJIoIUTO3) — YPOBEHb TPAHYIOIIMTOB
menee 0,5x10°/1.

4. Jlumboruronenust: abCOMOTHOE KOJUIECTBO JTUM(POIUTOB
(Lym) mmke 1,5x10°/11.

Ioevtuenue noxazameneii nepugdpepuneckoi Kposu:

1. Opurponurtos (spurpemus): y mys;kuut aputporutoB (RBC)
6outee 6,5x10'2/11, remornobun (HGB) Gosee 185 /71, reMaToKpUT
(HCT) Boite 52%; y xenmua — spurpouutoB (RBC) 6osee
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5,5x10'% /11, remorno6un (HGB) 60:ee 165 r/1, rematoxpur (HCT)
6ouee 48%.

2. TpombouuTos: TpombonuTos dosee 450,0x10° /1 (peakTus-
HOE COCTOSTHUE MJIN HEOTIACTIHYECKOE — MUEJION PO epaTUBHbIE
HOBOOOPA30BAHUS).

3. AGCOMOTHBIN JTMM(BOITUTO3: AGCOTOTHOE KOJTIMUYECTBO JINM-
doruros 6omee 5,0x10°/1 (epBUYHbBII aOCOTIOTHBII KPUTEPUIL
BO3MOJKHOTO XPOHUYECKOTO JTUMGDOJIENKO3a).

4. ABCOMOTHBINA MOHOIUTO3: MOHOIMTOB Oosee 1,0x10°/x
(1IepBUYHbBII KPUTEPUH BO3MOKHOTO MUEJIONPOJinhePaTUBHOTO
3a60J1eBaHUS TEMOII0932).

5. Heiitpoduites: rpanyionutos (HEHTPOMOUIOB TAIOUKOSIIED-
HBIX U CerMeHTOsAepHbIX) Gosbuie 7,5x10° /1 (BocnanureabHoe
COCTOSTHUE, BO3MOKHO MUEIONpoJndepaTnBHOe 3a060JIeBaHe Te-
MOIT0332).

6. Dosurobuimst: 203uHOGUIOB Oosee 1,5x10° /1 (napasurap-
Hble MHPEKI[UU, MIeI0NpoarudepaTuBHbIe HOBOOOPA3OBAHMS ).

Kpowme Toro, B aHajin3e KpOBU MOTIYT ObITh U JAPYTHE KOJIK-
YeCTBEHHbIE WM KaueCTBEHHbIE U3MEHEHUSI cOcTaBa (hOPMEHHbIX
3JIeMEHTOB KPOBH (TIpuJioskenne 2).

CaMbIM YacTbIM MATOJOTMYECKUM M3MEHEHUEM B aHAJIU3E
KPOBH SIBJIIETCST aHeMUST. B CBS3M ¢ STUM aJITOPUTM OI€HKH
NOJHOTO KJIMHHYECKOTO aHAaJIu3a KPOBH BKJIIOYAET CJie-
NYIOIIHE DTATIbI:

1) ycraHoBJIeHMEe HAJIMUNS AaHEMUU U CTETICHU €€ TSIKEeCTH;

2) onpenenenrie MOPHOTOTUIECKOTO THTIA AHEMUT;

3) onpejiesieHre pereHepaTopHON aKTUBHOCTH KOCTHOTO MO3Ta,;

4) oripejiesieHUe OTCYTCTBUST WU HAJUYUST KOJTUYECTBEHHbIX
U3MEHEeHUH TPOMOOIIMTOB U JIEWKOIIMTOB C Y4€TOM abCOTFOTHOTO
KOJINYECTBA OT/EJbHBIX BUIOB JIEHKOIIMTOB, 0COOEHHO HEUTPO(hU-
JIOB M JIMM(DOIIUTOB.

B Hactosiiiiee BpeMs CYNIECTBYIOT TeMaTOJIOTHYeCKIe aHAJH-
3aTOPBI, KOTOPbIE TIPOU3BOASAT MOACYET aOCOMIOTHOTO KOJMYECTBA
PeTUKYJIONUTOB. [UioperenepaTtopHoii anemMuen siBJsIeTCst aHeMUsT
¢ abCOJTIOTHBIM YHCJIOM PETUKYJIOIMTOB (MOJIOBIX SPUTPOIIUTOB)
menee 50,0x10° /71, pereHepaTopHOil — ¢ YUCIOM PETUKYJIOIUTOB 60-
see 100,0x10°/51. /luarnoctTudeckast 3SHAYUNMOCTD TTPOMEKY TOUHBIX
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sHavennii 50,0—100,0x10° /71 1151 OLIeHKM pereHepamuu 3pUTPOL-
HOTO POCTKA OCTAETCS TMCKYCCUOHHOM.

[Ipu oTCYTCTBUU BO3MOKHOCTH MOZICYETa aOCOMIOTHOTO KO-
JINYECTBA PETUKYJIOIUTOB aHATTU3ATOPOM OTIPEJIETISTIOT YHUCTIO Pe-
TUKYJIOIUTOB 110 Ma3Ky kposu. Ecsin ono Gouibiiie 2,0% (20%o), TO
9TO YKa3bIBAET HA CTUMYJISIIUIO BEIPAOOTKU SPUTPOIMTOB, T.€. Ha
pereHepaToOpHOE COCTOSTHIE PUTPOII0I3A.

Onnako MPONEHTHBIN (MM TTPOMUIBHBIN ) TTOKA3aTeNb pe-
TUKYJIOIIUTOB — 3TO OTHOCUTEJIBHBIN 1T0Ka3aTesb (KOJNYeCTBO
peruxynoruto Ha 100 nam 1000 sputponmTos). [Ipu anemmu
YKCJIO IPUTPOIUTOB, KAK IIPABUJIO, YMEHBIIAETCS U YBeJNYEHUE
IPOIEHTHOTO COJIEPIKAHIS PETUKYIOIUTOB TP TOM MOKET OBITH
OTHOCUTEJbHBIM. YUUTBIBAS 9TO, TPU aHEMIU HEOOXOAUMO JIeJIaTh
nepepacueT UCTUHHOTO PETUKYJIOIUTO3a 0 cenytotieit popmy-
ae:

PeTuKynoLmnTo3 KoppurMpoBaHHbI = KOJI-BO PETUKYNOLMUTOB x (rema-
TOKPUT : HOPMaJSIbHbIA FreMaTOKPUT) x MHAEKC MONPaBKM.

Nupnekc nonpasku coctaBut: 1,0 1t rematokputa >35%; 1/1,5
nuist remaroxkputa 25—35%; 1 /2 nns rematokpura 15-25%; 1 /2,5 nis
rematokputa 5—15%. HopMmasbiblii reMaTOKPUT — 45% y MY;KUNH
(vosebanust pubnusuTenbuo 40—-52%) n 40% y sxenmun (KoJe-
Ganus nprbM3uTeTbHO 36—48%).

B cBg3u ¢ Tem, 4TO JIERKOIUTHI — 3TO TeTepOreHHas TPyIa
KJIETOK, aHAJIN3 KPOBH IPELyCMATPUBAET, KPOME OTIpe/ieieH st a0-
COJIIOTHOTO KOJTMYECTBA JIEMKOIMTOB, NX AU(depeHnmpoBaHHbII
nozicueT (efkonuTapHyio hopMyay) B mporeHTax Ha 100 kaeTox
u B abcommoTHBIX 1Hdpax. B ciyyasx, korga abcoaroTHOE KOJIH-
YeCTBO JIEUKOIUTOB BBIXOUT 32 TIPEIEbl HOPMbI U/MJIN U3MEHEH
MPOTIEHTHBIN COCTAB KJIETOK, U/MJIU TIOSABJISTIOTCS ATUTTHIHDIE KJIET-
KU B lepueprudecKoii KpoBU (He3pesIble BU/IBI JIEHKOIIUTOB), TIPU
OLIEHKE COCTOSIHUS «OeJI0l KPOBU» HE0OXOAUMO OPUEHTUPOBATHCS
Ha abCOJIIOTHBIE KOJMYeCTBA HanboJiee 3HAYMMBIX BUIOB JIEHKO-
1uToB (HeHTPoduUIoB 1 TMMMOIUTOB). AGCOTIOTHOE CoePKaHUE
BCEX BUJIOB JIEHKOITMTOB AaBTOMATUYECKH BBICUMTBHIBAETCS TEMATO-
JIOTHYECKUM aHAJIN3aTOPOM. B aHasm3e KPOBU € OMpeaeeHreM
JIENKOIUTAPHON (hOPMYJIBI 110 Ma3Ky mepuepuiecKkoil KpOBH B
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pOIeHTaX abCOIOTHBIE KOJNYECTBA PA3HbIX BUIOB JICHKOIIMTOB
PaCCUUTBIBAIOTCS 11O IIPUHIIUITY ITPOIIOPIIUU.

2.1.2. AHanHu3 rMyHKTara KOCTHOro Mo3ra

Marepuas sl MUTOJTOTUYECKOTO MCCAEOBAHUS KOCTHOTO
MO3Ta TOJIYYIaIOT MOCPEACTBOM ITYHKIIMOHHON (aCTTUPAIlMOHHON )
Guoricuu mrockux kocreil. Harbosee 1o0cTymHBIMEU 1 GE30TIaCHBIMI
JUIST IAHHOW MAaHUITYJISIIUU SIBJISIIOTCS TPYAMHA U TI0/IB3/IOIIHbIE
KocTH. [IyHKIIMIO TTPOBOMSAT CIENUATbHON UTJION ¢ MaHIPEHOM.
[Tociie naBsieyeHMst OCJAEHETO OCYIIECTBISIOT ACITUPAIIMIO KOCT-
HOTO MO3ra mmpuIieM. KocTHOMO3roBas B3BECHh BKJIIOYAET IPUTPO-
IUTH epudepruIecKoil KpoBH, KUPOBYIO TKAaHb KOCTHOTO MO3Ta,
SPOCOIEPKATIIE KJIETKU TAaPEHXUMBI M CTPOMBI KOCTHOTO MO3Ta
(MUETOKAPUOINTEI U METAKAPUOITUTHI ).

YacTp oTyIeHHOH B3BECU KOCTHOMO3TOBBIX KJIETOK MCITOJTh-
3YIOT [III MOACY€Ta aOCOJIOTHOTO KOJHYECTBA
SIPOCOIEPKAITUX KJIETOK KOCTHOTO MO3Ta: MUEJTOKAPUOIINTOB
(«MUEJI0» — KOCTHOMO3TOBAs, «Kapuo» — sIPOCOJiepKaIiasi,
«ITUT» — KJIETKA) W MeTraKapuoIuTOB (TIPeAlieCTBEHHUKNA TPOM-
6011TOB). MerakapuoIuThl SIBJISIIOTCS CAMBIMU KPYITHBIMU KJIET-
KaMHU KOCTHOTO MO3Ta, XOPoIIo AuddepeHTnpyoTcs 1Mo pasMepy 1
(opme TIpu MaJIOM yBeJIUUYEHUN MUKPOCKOIA. MeTrakapruoinToB B
1000 pa3 mMenblite, 4eM APYTHUX SAPOCOMEPKAIIIX KJIETOK KOCTHOTO
Mo3ra. JTH JBa (GakTopa SIBJISIOTCS OCHOBAHUEM TOJ[CYUTHIBATH
KOJIMYECTBO METaKapUOINTOB U MUEJIOKAPUOIIUTOB Pa3/IeTbHO.

W3 ocraBieincsd yactv KOCTHOMO3TOBOU B3BECH I€JI1AI0T MAa3KU
Ha ITPeJIMETHBIX CTEKJIaX. Ma3Ku ¢ KJIeTKaMi KOCTHOTO MO3Ta (PUK-
CHUPYIOT, OKpamwuBaoT 1o PomanoBckomy—IuM3e u ucciemyor ¢
MTOMOIIIBIO CBETOBOTO MUKPOCKOTIA C TTOICYETOM MHUEJIOTPaAMMBI Ha
250-500 kretok. MuexrorpamMma — MPOIEHTHOE COMEPKA-
HUE PAa3JIUIHBIX BUIOB SIPOCOAEPIKAIINX KJIETOK KOCTHOTO MO3Ta
COOTBETCTBYIONIUX PAA0B (JIMHUN ) KDOBETBOPEHU.

N3ydennio KOCTHOTO MO3Ta B MUKPOCKOTIE C UMMEPCHOHHO
CUCTEMOI JIJIS TI0/ICYeTa MUEJIOTPAMMBbI [IPEIIIECTBYET TPOCMOTP
mperrapaTa Ha MaJIOM YBEJTUUYEHUH. DTO MTO3BOJISET YCTAHOBUTD, HA
CKOJIBKO MyHKTAT GOTaT KJIETOYHBIMU 2JIEMEHTAMHU, OTIPEAETUTh
COCTOSTHUE METAKapUOIUTAPHOTO allliapaTa, XOPOIIo Pa3jIndimMOro
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[IPU MAJIOM YBEJINYEHUH, OOHAPY/KUTH CKOILTIEHHE KIIETOK, TTOXOKUX
Ha OITyXOJIEBBIE, U TIP.

OtnpejiesieHre POIEHTHOTO KJIETOYHOTO COCTABA KOCTHOTO
Mosra Tpebyet nojcuera He Meree 250 kietok. B atom ciydae ko-
JINYECTBO KJIETOK KaK/I0T0 BUJIA YMHOKAIOT Ha 2 U TIOJIyYeHHOE
gresto et Ha 5. Ipu moacuete 500 KIT€TOK KOJUIECTBO KIETOK
KasK/IOTO BUJIa 1T Ha 5. HopMasibHble 3HAUEH S TTapAMETPOB MH-
€JIOTPaMMBI, a TAaK)Ke ITepeveHb MaTOJOTHIECKUX KJIETOK KOCTHOTO
MO3ra U [PU3HAKOB JIUCIIIA3UKA KPOBETBOPEHUS MTPE/ICTABJIEHBI B
MPUITOXKEHUAX 3 1 4.

AJTOPUTM OI[€HKH MUEJIOTPAMMBI:

1. OneHka KJIEeTOUHOCTH IyHKTaTa MO AaHHBIM abCOIOTHOTO
KOJINYECTBA MUEJIOKAPUOIIUTOB U METAKAPUOIIUTOB.

2. Ompenenenrie HAJIUIUSI WU OTCYTCTBUS MATOJTOTUIECKUX
KJIETOK KOCTHOTO MO3Ta.

3. [logcuer cymMMapHOTO KOJUYECTBA KIETOK KaKIAOW JTUHUH
muddepeHIIPoBKY (IPaHyIOIUTONI0932, IPUTPOII033a, TUMDOIIO-
932, MOHOITUTOTI093a).

4. O11eHKa TPOIIEHTHOTO COOTHOIIEHUS KJIETOK TPaHyJIOIUTO-
110932 U 9PUTPOTI093a (MHIEKC «JIEHKO/IPUTPO» ).

5. O1eHKa [IPOLIEHTHOTO COCTaBa KJIETOK PasHbIX CTauil 1ud-
(hepeHTIMpPOBKY BHYTPH KaxkA0H 3 JUHWH (pocTKOB) nuddepen-
IUPOBKU.

6. BeisaBienme MpU3HAKOB AUCILTIA3UT KPOBETBOPEHI.

IIutoxumMuyeckoe UcciaeJOBaHUE KICTOKKPOBU
U KOCTHOTO MO3ra ¥MeeT OOJIbIIIoe ANAarHOCTUYECKOe 3HAUYEHKe B
HavasibHOH nddepeninaimm 61acTHBIX KJIETOK IIPH OCTPOM JIeii-
Ko3e (MUes1001acThl, MOHOGIACThI, 9PUTPOOIACTDI, TUMGPOOIACTHI ).
Kpome Toro, mutoxuMudeckast peakiiusi ¢ GepJNHCKOI J1a3ypbio
CIIYSKUT CIIOCOOOM BBISIBIEHUS CUAEPOOIACTOB U CHIEPOIUTOB —
9PUTPOKAPUOIIUTOB U APUTPOIIUTOB, COAEPKAIIUX FPAHYJIbI JKeJIe3a.
B cayyasx Haaumuus B 9puTpoOKapronute dojee 5 rpaHyJI sKeesa,
PaZIMaJIbHO PACIIOJIOKEHHBIX BOKPYT SIJIPa, 9Ty KJIETKY HA3bIBAIOT
KOJIbIIEBUIHBIM cuaepobsactoM. KosblieBuaabie cupepodiacTbl —
MPU3HAK [T€PETPY3KU KEJIe30M U/ MJIN IUCIIIIA3UH IPUTPOTIOI3A.

B ocHoBe mUTOXNMIUY KJIETOK KPOBU 1 KOCTHOTO MO3TA JIEZKUT
MCIIOJIb30BAHME IIBETHBIX XUMUUECKUX PEAKITUI JIJIs1 OTIPe/IeIeHUs
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B KJIETKE METa0OIMYeCKU aKTHBHBIX 9H3UMOB ((hepMEeHTOB) 1 Cy0-
cTpatoB (BeriecTB). MaTeprasoMm 17151 NCCTeIOBAHNI CITysKaT (hUK-
CUPOBaHHbBIE MA3KKU KPOBU ¥ KOCTHOTO MO3Ta.

[IuToxummyeckast TMarHOCTUKA OCTPBIX JIEHTKO30B 6a3upyeT-
cs1 HA TOM, YTO JIEHKO3HBIE KJIETKH, OCOOEHHO /10 Havyaja XUMHO-
Teparnuu, COXpaHsioT ocobeHHocTr Metaboansma (pepMeHTsl u
cybeTpaThl), IPUCYINE UX HOpMaJIbHbIM aHasoram. Hanbosbinee
JINAarHOCTUYECKOE 3HAYEHNE B IUTOXUMUIECKON TMAaTHOCTHKE NMe-
10T hepMEHTHI — MUEJIOTIEPOKCHIA3a, KICJast U IieouHast pocda-
Ta3a, Hecrenu(uIecKue aCTepasbl, a TakKe CyOCTPAThl — JIUTTHDI
u yruieBojibl. [luToxumMnyeckne Mapkepbl OCTPBIX MUEJIOUIHBIX U
JM(DOOTACTHBIX JIEHKO30B MTPE/ICTABIECHBI B TPUTIOKEHUH 5.

2.1.3. 'mcToanornvyecKkoe uccaegoBaHie
KOCTHOIO MO3ra u aMMM@OHAHbIX OPraHoB

O6paserr KOCTHOTO MO3Ta JIJIsl TUCTOJIOTMYECKOTO MCCIIE0-
BaHUs 3a0MPAIOT MOCPEACTBOM TPEMAHOOMOIICUHU MOAB3/IOIIHBIX
KOCTEH € MOMOIIBIO CIENNATbHOI0 UHCTPYMEHTA — TPelaHa Ui
OJTHOPA30BOH UTJIBI KOCTHOMO3TOBOI YHUBEPCAIBHOMH, TTO3BOJISIO-
IIUX TTOJIYYUTH CTONOUK KOCTU. [MCTOIOrMYecKoe uccieJoBaHue
KOCTHOTO MO3Ta jlaeT Harbosiee nH(MOPMATHBHYIO KapTUHY KOCT-
HOMO3TOBOTO KPOBETBOPEHUS.

ADGCOTIOTHBIM TIOKAa3aHMEM [IJIsT TPETTAaHOOMOTICUN SIBJISIETCST
HU3Kas KJIETOYHOCTD MMyHKTaTa KOCTHOTO Mo3ra. [Ipu aToMm nckio-
YaroT arIa3uio, MeTaIIa3uio 1 IUCTIIA3WI0 KPOBETBOPEHNS, a TAKKe
10/I03PEHNE HA OITyX0JIEBOE TIOPAsKEHNE KOCTHOTO MO3Ta C 04aroBoit
MHPUIBTPAIEH OMyX0JIeBbBIMHA KI€TKAMHU.

B rucronmornyeckom mpemapare KOCTHOTO MO3Ta OIEHUBAIOT:

1) cocTosgHmMe yeTbIpex TUTTOB TKAHEH: KOCTHOH, COeIMTHUTEb-
HOIL, *KUPOBOH (KeJITHIM KOCTHBI MO3T) U TEMOTIOITUYECKOU, NN
KPOBETBOPHO (KPaCHBII KOCTHBIN MO3T);

2) XapakTep KJIETOYHOTO COCTaBa KPOBETBOPHOU TKAaHU: TI0O-
JUMOPGhHBIN, MOHOMOPGhHBIHN; HATUYNE MATOJOTHUECKUX KJIETOK
(neiikosupie Osactol, KaeTku bepesosckoro—Illrepubepra, mera-
CTa3bl paKka B KOCTHBIN MO3T U JIp.);

3) 0COOEHHOCTH POCTa, PACITPE/IEJIEHUS KIIETOK KOCTHOTO MO3Ta,
BKJTIOYAs MTPU3HAKY JNCIIJIA3WMH KPOBETBOPEHNUS;
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4) xapakTep MHOUIBTPATUBHOIO POCTA OMYXOJEBbIX KJIETOK
TeMOITO9THIECKOTO TPONCXOXKAeHUs (MuddysHasg nHPUIBTpaIi,
HOJLYJISIpHAst, 04arosasi, ¢ obpazoBaHueM JUMGbOUTHBIX (OJITHKY-
JIOB);

5) MophoIoTHYecKre TIPU3HAKH OTTYXOJIEBBIX KJIETOK.

Tranb muM@aTHYeCKNX y3J10B /I THCTOJOTHIECKOTO NCCTe-
JIOBAHUS MOJIYYarOT MOCPEICTBOM 9KCIIM3UOHHONW OUOIICHY JIMM-
(haTmyeckoro yana. [mcromornueckoe mccaeoBanme ceae3eHKN
CTAaHOBUTCS BO3MOKHBIM IOCJIE ONIEPATUBHOTO YaJIEHUST JAHHOTO
oprana.

[Tpu THCTOIOTNYECKOM HCCIIeI0BaHIM OoTITaTa TnMbaTuiec-
KOTO y3J1a, CeIe3eHKN OTeHNBATOT:

1) crerenb coxpaHHOCTH MOP(OTIOTNYECKOH CTPYKTYPbI OpraHa
(nsn IoJTHOE MICUE3HOBEHNE);

2) xapaktep UHGUIBTPATUBHOTO POCTA OIYXOJIEBbIX KJIETOK
TeMOITO9THYECKOTO TPONCXOXKAeHUs (MuddysHasg nHPUIbBTpaIi,
HOJLYJISIpHAst, 04arosasi, ¢ obpazoBaHueM JUMGbOUTHBIX (OJITHKY-
JIOB);

3) Mopdosornueckrie TPU3HAKKU OTYX0JIEBBIX KJIETOK.

2.2. UmmyHonornyeckue metoabl

Ha ceropusiimamii ieHb CyIecTBYIOT TPU PAa3HOBUIAHOCTH M-
MYHOJIOTHYECKIX METO/IOB UCCJIEIOBAHUS:

* pagmonMMmyHosorndeckuii ananus (PUA);

» ummyHobepmenTHbiit ananus (MDA);

* METOJ UMMYHO(DEHOTUTTMPOBAHMUS.

PaauoummyHonoruueckuit anaanusz (PUA),
Radioimmunoassay (RIA), uiu U30TOMHBI KMMYHOJOIMYECKUI
aHAJIN3, TI03BOJISIET OCYIIECTBIISITh KOJTUUYECTBEHHOE OTIpeiesieHre
OGUOJIOTHYECKN aKTUBHBIX BEIECTB, MEYEHHBIX PAJANOHYKIIIOM, B
OUOJIOTUIECKUX JKUIKOCTSIX C MOCIEAYIONIeN IeTeKIINe X CIel-
ATTBHBIM CUETUNKOM — PATUOCTIEKTPOMETPOM.

NvMmmyunobpepmenTuniii ananusa (MDA), unn
enzyme-linked immunosorbent assay (ELISA) — mabGoparopHbiii
MMMYHOJIOTUYECKUI METO/I KaueCTBEHHOTO OIpPe/IeJICHUST U KOJIU-

65



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

YeCTBEHHOTO M3MEPEeHUsI aHTUTeHOB 1 aHTuTel. B ocHoBe MDA
JIEKUT MTPUHITNTI CIeTIN(UYECKOTO B3aUMOJICHCTBUA MEXK/Y aHTH-
T€HOM U COOTBETCTBYIOIIMM aHTHTEIOM. BbisiBiieHe 0OpasoBasBiiie-
roCst KOMIIJIEKCA OCYTIECTBIISAIOT C TOMOIIBIO KOHBIOTATa, KOTOPBIT
npezcraBisieT cob60il aHTU-aHTUTENIO, COEAUHEHHOE ¢ (hEPMEHTHOM
MeTKol. Ha 3akimounTesbHOM aTane B IPUCYTCTBUH MTEPEKUCH BO-
JIOPO/Jia IPOXOAUT (pepMeHTaTUBHAS peakius (1IBeTHAS PeaKIns).
Pesyabrart ee oriennBaeTcs crieKTpooTOMETPUYECKH NI BU3YasTh-
HO. IHTEHCUBHOCTH OKpAIIMBAHUS 3aBUCUT OT KOJIMYECTBA BbISIB-
JIEHHBIX CIIeTN(PUIECKIX aHTUTEJI.

N®A ucrnionb3yercs B qfuarnoctuke BUY, BupycHbix rema-
TUTOB, IUTOMETAJIOBUPYCHOM, repleTu4ecKoil, TOKCOIJIa3MeHHON
u apyrux uHdeknuii. MDA MoxeT ObITH OCYIIECTBIEH Ha JYHKaX
TecT-TITaHIeTa BpyyHyio. Kpome Toro, B HacTosiee BpeMs IMUPOKO
pacrpocrpanens! apromatndyeckue M1 MA-ananuzarops. OHE 1103-
BOJISAIOT OTIPEAIEIISATD HE TOJTBKO MapKepbl Pa3INuHbIX MH(MEKIIHI, HO
1 KOHIIEHTPAI[UU TOPMOHOB, B TOM YHCJI€ SPUTPOTIOITHHA, 1 IPYTUX
MeTaboJINTOB, YYaCTBYIONIUX B TpoIllecce KpoBeTBopeHus. B vac-
THOCTH, 3TO KACAETCs OIpeJieJieHUsI KOHIIEHTPAIIUU B CbIBOPOTKE
KpoBH (epputrHa (6esKa, MPeACTaBISIONIEro coboil 00paTuMyro
bopmy neronrpoBanus xesesa), ButaMuna B, hosimeBoit KuciaoTst
(mpusoxenue 7).

NMMMyHodpeHOTHIMPOBAHUE — OJUH U3 METOJIOB
nuddepeHImanuy KJaetok B 00pasiax KpoBU, KOCTHOTO MO3Ta,
JuMdaTUIecKnX y3J0B U IPYTUX OPTaHOB U TKaHeil. [Ipu momo-
1 (PIIOOPECIIEHTHO MEYEHHBIX MOHOKJIOHATHHBIX aHTUTEJ TN
KaKiX-J100 JPYrUX 30HI0B Ha OCHOBE PEAKIMK «aHTUTEeH—aHTH-
TEJI0» OTIPEAETAIOT TUT U (DYHKIIMOHAIBHOE COCTOSHUE KJIETKU
10 HAJIMYHUIO OTIPe/IeJIEHHOTO Habopa KJIETOYHBIX MapKePOB — pe-
LENTOPOB, aHTUTEHOB, Kaactepos auddepennnposku (cluster of
differentiation antigens, CD) Ha HOBEPXHOCTH WJI BHYTPU KJIETKH.
D100peCIIeHTHY IO METKY, IIPOSIBJISTIONTY IO COCTOSIBIITYIOCS PEAKITAIO
«@QHTUTEH—aHTHUTEJI0», 0OHAPY/KUBAIOT € TIOMOIIBIO CIIEIIHAIbHBIX
mprUOOPOB — MPOTOYHOTO IIUTOMDIIIOOPUMETPA MU JIIOMIHECI[EHT-
HOTO MUKPOCKOTIA.

Paspaborana crcTeMaTu3npoBaHHasi HOMEHKJIATypa MapKep-
HBIX MOJIEKY.T, 0O6o3Hauaembix cumBoJiom CD (Claster Designation

12
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or Claster of Differentiation). Ona 6bL1a IIpeIoKeHa /1S IPAKTIUKI
B 1982 1. nia naeHTUdUKAIIUT U UCCTETOBAHUS TOBEPXHOCTHBIX
MeMOpaHHbIX OeskoB JeiikonuTos. CD-anturenamu (Wi nHaYe
CD-mapkepamit) MOTYT ObITh GEJIKH, KOTOPBIE CIIY3KaT PElenTopaMu
WJIY JINTaH/IAM U, YYACTBYIONIMMU BO B3AMMOJIEHCTBUN KIIETOK MEK-
1y coOO U ABJISIONINXCS KOMIIOHEHTAMK KacKa/la OTpeeIEHHbIX
CUTHAJIBHBIX MyTEH, a TAKsKe OHU MOTYT ObITh GETKaMU, BBITIOJTHSI-
IOIUMU Apyrue GyHKIUU (Harpumep, OeIKU KIeTOYHOM a[re3nn ).
Cnucox CD-aHTUTeHOB, BHECEHHBIX B HOMEHKJIATYPY, TOCTOSTHHO
HOMOJIHIETCS ¥ B HacTosIIee BpeMst coiepkut 6osee 320 CD-aH-
TUTEHOB U UX MOJTUTIOB.

AHTHTENA TPOTUB KIETOYHBIX AHTUTEHOB TIOJIYYAIOT U3 CHIBO-
POTKH KPOBU JKUBOTHBIX, UMMYHU3UPOBAHHBIX UHTEPECYIONTUM aH-
TUTeHOM (HOJIMKJIOHAJIbHBIE ), UJIN OT KYJIBTYPbI TKAHU TUOPUIOMBIL.
TuOpUIOMY CO3AI0T CAUSTHUEM «OECCMEPTHBIX» KJIETOK IJIa3MO-
IIUTAPHON OITyX0J1 (MUEIOMBI) C aKTUBUPOBAHHBIMU MHTEPECYIO-
UM aHTUreHOM B-nmumdonuramu. YHUKaIbHOCTb THOPUIOMHOIO
MEeTO/Ia COCTOUT B TOM, YTO BCE KJIETKH THOPUIOMBI SIBJISIOTCS 110~
TOMKaMU OJIHON-eIMHCTBEHHOU KJIETKU U [109TOMY CUHTE3UPYIOT
abCOJTIOTHO UIEHTHYHbBIE MOJIEKYJIbI aHTUTE] — MOHOKJIOHAIbHBIE
aHTHUTesa. B HacTosiIee BpeMs /171t UMMYHO(MEHOTUTTUYECKON -
(hepeHTIAIINT TEMOTIOITUYECKUX KJIETOK N3BECTHO KAaK MUHUMYM
166 CD, asustiomuxcs auddepeHnmpoBOYHBIMU AaHTUTEHAMU WUJIN
MapKepaM¥ KJIeTOUHOI aKTUBAIIU.

Merox ummynodenorunuposanust, nim fluorescent antibody
techniques, BkifoyaeT aBe TeXHUYECKUE Pa3HOBUIHOCTU HCCIIe-
JIOBAHUI: TPOTOYHYIO (DJIIOOPUMETPUI0 U UMMYHOTHCTOXUMMUIO.
Metomom TPOTOYHON UMMYHOMDIIOOPECTIEHITNN OCYIIECTBIIIIOT
MMMYHO(DEHOTUIIPOBAHUE JIEUKOIUTOB TTepudepruiecKkoil KpoBH,
SAAPOCOEPKAMNX KJIETOK KOCTHOTO MO3Ta. MeTooM MMMYHO-
TUCTOXUMUU TIPOBOJAT TUITUPOBAHUE KJIETOK B TMCTOJIOTMYECKUX
nperaparax KOCTHOrO MO3ra, JUM(paTUUECKUX y3JI0B, OMONTATOB
OPTaHOB M TKaHEH.

Hmmynogenomunuposarue memooom npomouHo yumoguoopu-
MEMpUL IMEET Psiji HEOCTIOPHMBIX ITPEUMYIIECTB Outaroaapst GoJbIeit
TOYHOCTH, CKOPOCTH, BO3MOKHOCTH OJTHOBPEMEHHON PETUCTPAITNN
HECKOJIbKUX aHTUTEHOB Ha 0/{HON KJeTKe. [lokazanuem jyist ummy-
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HO(EHOTUITUPOBAHUS METOJ/IOM TTPOTOYHOM 1IUTOMIIOOPUMETPUN
SIBJITIOTCSI TTPESK/IE Beero JimMbonposdepaTuBHbie 3a001€BaHUS 1
OCTPbI€ JIENKO3bI, COITPOBOK/IAIOIITIECS TTOPAKEHNEM KOCTHOTO MO3Ta
C BBIXOJIOM OITYXOJIEBBIX KJIETOK B Tiepr(heprniyecKyio KPOBb, a TAKKe
BPOJKIIEHHbIE 1 TIPHOOPETEHHBIE MMMYHOIE(DUIUTHL.

Hmmynozucmoxumus — MeToj1, COUETATONTUN MMMYHO- I MOP-
(hostornyeckyto AMATHOCTUKY. ITO CYIIECTBEHHO IOBBIIIAET /[Ua-
THOCTUYECKYIO 3HAYMMOCTD JTAHHOTO BHU/Ia iccieIoBaHms. B ocHoBe
MMMYHOTUCTOXUMWHY JIEKUT BU3YaJIU3AIUS U OI[EHKA C TIOMOTI[BIO
MHUKPOCKOTIA Pe3yJIbTaTOB PEAKINN <«aHTUTEeH—aHTUTEJI0» Ha
KJIeTKaX B cpe3ax OUOIICHPOBaHHOI TKaHW. B KauyecTBe aHTUreHa
BBICTYTIAIOT KOMITOHEHTBI KJIETOYHBIX CTPYKTYP WU MEXKKJIETOU-
HOTO BellecTBa TKaHu. [lepBoHAYaIbHBIM CIIOCOOOM BbISIBJIEHUSI
PEaKINK «aHTUTeH—aHTUTEI0» TakKe ObLTa (HII0OPECIMPYIONIast
Merka. Ciieyonuii mar B pa3BUTHN UMMYHOTHCTOXUMUU OBLIT
CBsI3aH C pa3pabOTKON aHTUTE], MEYEHHBIX He (hII00POXPOMaMHU,
a dpepmenTamu. /[yt 0OHAPY/KEHUST MECTA CBSI3bIBAHUST MEYEHHBIX
depmenTom (TTepokcuaza wu Kucjag ¢pocharasa) aHTUTEN TIPHU-
MEHSIIOT cyOCTpaT, KOTOPBIH 1101 BO3/IeHCTBHEM (hePMEHTHBIX METOK
obpasyer OKpaleHHble TTPOAYKTEL. [IperMyIiecTBo hepMeHTHBIX
METOK COCTOUT B BO3MOKHOCTH TTOJTYY€HUST JVIUTEIbHO XPAHSIIUXCS
THCTOJIOTHYECKUX TTPETTapaToB, B KOTOPBIX PE3yIBTaThl IMMYHOTHC-
TOXUMHUYECKOH PEAKIMK MOTYT OBITH OIEHEHBI C y4eTOM MOP(OJI0-
TMYECKON CTPYKTYPBI TKAHU U OTAENBHBIX KJIETOK.

[IpuHIUIIUATBHBIM OTJINYMEM UMMYHOTMCTOXUMUU OT JIPYTUX
METO/IOB MMMYHOJIOTHYECKOHN IUATHOCTUKH, NCTIOIB3YIOMNX pe-
AKIIMIO <QaHTUTEH—AHTUTEJIOY, SIBJISIETCS] CTPYKTYPHAs criertuduy-
HOCTb MCCIeIOBaHUA. B peakiinm orieHnBaioT He TOJIBKO HATNINe
curHaza (ecTb OKpalImBaHue UJIu HeT ) U ero cury (MHTEHCUBHOCTD
OKpAINBAHMS ), HO U TPOCTPAHCTBEHHOE pacipesiesieHne CUTHAIA
B I'MCTOJIOTUYECKOM Tpernapare (OKpalinBaHie MeMOpaH KJIETOK,
IIUTOTIIIA3MBI, 4/1pa U IPYTUX CTPYKTYPHBIX AJIEMEHTOB).

NMmMyHOTHCTOXUMUYECKKE METO/IbI, KPOME MMMYHO(EHOTUTIN -
POBaHUSA OITyX0Jielt KPOBETBOPHON 1 IMM@OUTHON TKAHEH, TT03BO-
JISTIOT PelaTh U IPyrue 3a/1auu:

* YTOYHEHWE THCTOTeHe3a OMyXoJiet;

* YTOUHEHME UCTOYHUKA METaCTa3MPOBAHNUS;
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* OlleHKa (DYHKITMOHAJIBbHOTO COCTOSIHUS KJIIETOK OITYXOJIU;

* ompejieieHre TTOKa3aHuii K MMMYHOTepanuu (MCIoIb30Ba-
HUIO JIEKAPCTBEHHBIX TPENapaToB ¢ aHTUTEJIbHBIM MEXaHU3MOM
nefcTBUA);

* IUarHOCTUKA UMMYHOKOMIIJIEKCHBIX ¥ ayTOUMMYHHBIX 3a-
6osieBanuil (TJIOMepyJIOTaTh, GyJIJIe3HbIE I€PMATO3bI, CHHIPOM
Iynnacuepa u np.);

* TOVMCK MH(MDEKIMOHHBIX areHTOB (TOKCOTIIa3Ma, MUKOOaKTe-
puH, XJIAMUJIUU, BUPYCHI U JIP.).

2.3. CtaHgapTHas uMToreHeTuKa B MmeTtacpasHbIX
niacTUHKax

JIaHHbIIT METO/I MCCJIEIOBAHUST NMeeT HAOOIbIlee 3HAUeHNe
IJI1 TUATHOCTHUKY OITyX0JIell KpOBETBOPHOM CUCTEMBI, B OCHOBE pa3-
BUTHS KOTOPBIX JieXKaT TeHeTUYecKue n3MeHeH!s B KJeTKe-TIpe/-
HIECTBEHHUIIE — IeMOIIOTUYECKOM CTBOJIOBOH KieTke. Kak mpa-
BUJIO, IIUTOTeHETNYEeCKNEe U3MEHEeHUs IIPe/ICTaBIeHbl My TallusIMu
XPOMOCOM. B MX 4MCJI0 BXOJAT:

* TPaHCJIOKAIUS — OOMEH y4acTKaMU HETOMOJOTHYHBIX XPO-
MOCOM;

* UHBEPCUS — IOBOPOT OT/AEJILHBIX YYACTKOB XPOMOCOMBI Ha
1807

* UHCEPIIUsI — BCTAaBKA B KAKOM-JTHO0 y4acTKe XPOMOCOMBI
HYKJICOTUTHOW IIOCIeI0BATeIbHOCTH;

* JleJIelilsl — yTpaTa KOHIIEBOTO y4acTKa XpPOMOCOMBI (TepMu-
HaJIbHAsI) U BHYTPEHHETO y4acTKa XPOMOCOMBI (MHTEPKaJISIPHas );

* [10sIBJIEHME JOMOJHUTEIbHBIX XPOMOCOM U JIP.

XPpOMOCOMHBIE My TaIIH TTPUBOIAT K TOPMOKeHnIo mnddepen-
[IUPOBKHU, HAPYIIEHUIO MEXaHU3MOB PEryJIAINY KJIEeTOUHOTO IIUKJIa
U HEKOHTPOJIUPYEMOH IIpoJindepanui.

[enernyeckue repecTponKy OOHAPYKUBAIOTCS € TOMOIIBIO 11 -
TOTEHETUYECKOTO METO/Ia TPU MUKPOCKOITNYECKOM NUCCIEeI0OBAHII
MeTadasHbIX IITACTUHOK.

Meradasnast mractunka — 0coOblii crocob BbIIETEHS U JIO-
KaJIM3al[ill XPOMOCOM B TIpollecce jieJieHus KIeTOK, IIPU KOTOPOM
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XPOMOCOMBI BBICTPAUBAIOTCS TaK, UTO UX [EHTPOMEPDI TTE€PIICH/IN-
KYJISIPHBI IIJIOCKOCTH Tieda Xxpomocombl. [Tocie nuddepeniimans-
HOIT OKpacKy MeTahasHbIX XPOMOCOM TI0SIBJISIETCS] YHUKAJIbHAS [T
KaK/I0W [Tapbl XPOMOCOM ToTiepedHast ucuepuentnoctb. Hanbosee
YacTO UCIIOJIb3yeMasi MeTonKa auddepeHuaibHOll OKpacKu
xpomocoMm — G-auddepennnanbras okpacka (G-bands, Giemsa-
bands) kpacurenem I'umsb uam Paiita. OxpaiiieHHbIE XPOMOCOMbI
MCCJIEIYIOT C TIOMOTIBIO CBETOBOM MUKpockomnuu. b depentmans-
Hast OKPAcKa XPOMOCOM IT03BOJISIET OTTMCATh KAPUOTHII ITOJTHOCTBIO,
OOHAPYKUTH ANATHOCTUYECKUE, BADUAHTHbBIE U JOTIOJHUTEIbHbIE
MePecTPOKN XPOMOCOMHOTO alliapaTa KJIeTKH.

O6brano kapuotunupyior 20—-25 meradas. OCHOBHOU He0-
CTaTOK 3TOTO METO/[a — OTCYTCTBHE B HEKOTOPBIX CJYYasiX MUTO30B
WJIW HU3KOE KauecTBO MeTaha3HbIX TIACTHHOK.

Ha ocHoBaHMM TIIATEBHOTO N3YYEHUST BEJIMYUHBI, YUCJIA U
nocyeoBaTessbHOCTH G-TI0JT0C, TTOJTyYaeMbIX TpH AnddepeHIu-
AJIbHOM OKPAIMBAHUK KaXK/IOH 13 XPOMOCOM, ObLIa CO3/IaHa e/li-
Hasl [UTOTEeHeTHYecKas KaaccupuKanus 1 HoMeHKaaTypa («An
International System for Human Cytogenetic Nomenclature»,
ISCN), cormacHo KOTOPOIT OMMMCHIBAIOT KAPUOTHII.

KoporTkoe 1 JIMHHOE 1171641 XPOMOCOMBI C Y4€TOM ITUTOTEHETH -
4eCKOU KTacCH(DUKAINT U HOMEHKJIATYPbI 0003HAYAIOT GYKBAMU P 1
q cootBetcTBeHHO. TpancIoKaiio 0603HavaoT OYKBOIi t, TT0CTe KO-
TOPOH B IIEPBBIX CKOOKAX YKA3bIBAIOT HOMEPa aGepPaHTHBIX XPOMO-
COM, a BO BTOPBIX CKOOKAX — CErMEHTBI ATUX XPOMOCOM, YUACTBYIO-
1e B TpaHcsIoKarmn. MTHBepcrio 0603HaYatoT inv, MHCEPIUIO — ins,
nenerio — del. HopmasibHblit KapUOTHUIT MYSKUMHBI TIPH TO/ICYETE
MeTadas, yKasbiBaeMbIX B KBPATHBIX CKOOKax, — 46X Y[20], xxeH-
bl — 46X X][20]. [Ipu onucanum maTooruyecKoro KapuoTuma
VKa3bIBAIOT KOJIMYECTBO MUTO30B C UBMEHEHHBIM U HOPMAJIbHbBIM
KapuOTHUIIOM, €CJIM TAKOBbIe IPUCYTCTBYIOT. Harpumep, kapuotui
46XY,t(9;22)[19]/46XY[1] — xapuoTHI MY>KUYNHBI C (PUTATEITD-
uiickoii xpomocomoii (Ph-xpomocoma) B 19 13 20 nogcunTaHHbIX
metacas, uto B iepecuere Ha 100 metadas oznagaer namuane 95%
OITyXOJIEBBIX KJIETOK.

BaskHOCTb ITUTOTEHETHYECKOI IMATHOCTUKH OTTYXOJIel TeMOTIO-
HTUYECKOIT TKaHK 00yCJI0BIeHa CIIelUUIECKUM 1 TPOTHOCTHIEC-
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KHUM XapaKTePOM PsiJla XPOMOCOMHBIX aHoMasinil. Crienuudaeckuii
XapaKTep MUTOTeHeTUYEeCKUX aHOMAJNN O3HAYaeT MPEUMYTIEeCT-
BEHHOE MK abCOJTIOTHOE COYETaHNe aHOMAJIMK C OTPE/IEIEHHBIM
UMMYHO(DEHOTHIIOM OITyX0JIeBbIX KaeTok. Harpumep: t(9;22) — a6-
COJIIOTHBIN KPUTEPUI XPOHUYECKOI0 MIeJI0eliko3a, t(15;17) — oc-
TPOTO TTPOMUEIOTTUTAPHOTO Jietiko3a. Ha ceromusanmanii nrenp Ha-
uboJiee T0CTOBEPHOE TIPOTHOCTHYECKOE 3HAYEHUE B OTHOIIEHIH
KypabebHOCTH (M3JIe4MMOCTH) OCTPOrO JIEHKO3a UMEIOT MMEHHO
[UTOTeHETUYECKIEe AaHOMAJIUH, JIESKAI1e B OCHOBE OCTPOTO JIEK03a
U OTHOCAIIHECS K aHOMAJIUSM OJIarONPUSTHOTO, TPOMEKYTOUHOTO
U HeOJTaroTpHUSITHOTO TIPOTHO3A.

CranmapTHasd IIUTOTEHETUKA B MeTa(ha3HbIX TIACTUHKAX TaK)Ke
uMeeT GOJIBINOE IMArHOCTHYECKOE 3HAUEHE JIJIsI OTIEHKHU TTOJTHOTO
U TOreHETHYECKOTO OTBeTA (IIMTOreHeTUYeCKOit pemuccun ) 3aboJie-
BaHUS HA JiedeHUe, CBUIETEIbCTBYIONIETO, B YaCTHOCTH, /1711 X M1
006 oObeMe JIelKeMUYeCKUX KJIeTOK B opranusme B npejesax 10°.

B nocsieanume rozpl ObLI0 TOKA3aHO, UTO IIPU HEKOTOPBIX JIeii-
KO3aX TeHeTUUeCKIe N3MEHEHUS MOTYT He COTTPOBOKIAThCS BUIH-
MBIMU KOJIMYECTBEHHBIMU UJIM KAUECTBEHHBIMU N3MEHEHUSIMU XPO-
MOCOM, T.€. HOCUTD SITUTEHOMHBIN WJTH STTUTEeHETHYECKUIT XapaKTep
(He cBsSI3aHbI HETIOCPE/ICTBEHHO C IIOBPEKIEHUEM CTPYKTYPbI TEHOB).
Takue reHeTHYECKHE U3MEHEHHUSI MOKHO OOHAPYKHUTh TOJBKO C
HIOMOIIBIO MOJIEKYJISIPHO-OUOJIOTHYECKUX METOIOB.

2.4. MoneKynsapHo-6uornornyeckue metogbl
nccnenoBaHuA

PasButie u MCMOJIb30BaHUE MOJIEKYJISIPHO-OMOTIOTNYECKIX
MeTon0B uccrenoBanusa (MBU) B mpakTudeckoii remaToI0TUN
SIBUJIOCH JIOTUYHBIM UTOTOM U3Y4YeHUs aTOTeHe3a OIyXoJeil Kpo-
BETBOPHOI TKaHU. 3aKOHOMEPHBIM Pe3yJBTaTOM XPOMOCOMHOM
aHOMaJINK sBJsIeTCs 0OpasoBaHye OHKOTEHA, a CJAEACTBUEM €ro
JIesTeJIbHOCTU — CUHTE3 OHKOINPOTENHA, HeTIOCPEJCTBEHHO pea-
JIM3YIOIIET0 MEXaHU3M OHKOTeHe3a Ha YPOBHE OMOXUMHUUYECKHX, a
TOYHEE, MOJIEKYISIPHO-OMOJIOTHYECKIX TIPOIECCOB JKU3HEIes Te I b-
HOCTHU KJIETKH.
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OG6Hapy:keHre OHKOTeHa, OHKOITPOTEMHA B TTOIYJISIIH KJIETOK
KOCTHOTO MO3Ta WJN TieprhepruIecKoil KpOBU MMeeT Ba)KHOE /Tra-
rHocTudeckoe 3HadeHue. Mcnonb3oBanne MBI Ha aTarie nepBuaHON
JIMArHOCTUKH OITYXOJIEBOTO 3a00JI€BAHIS [TO3BOJISIET OLPEIEIISATh Clie-
uduIecKre MyTariy TeHOB B CITy4asiX MUHUMAJIbHBIX KIMHUUECKUX
MIPOSIBJIEHUT TTOCPEAICTBOM UCCIeTOBAHNS TiepruheprUIecKoi KPOBH,
He [o/[Bepras MalieHTa MyHKITNN KocTHOTro Mo3ra. [Ipeskzie Bcero, aTo
KacaeTcs CyJdaeB AMarHOCTUKU XPOHUYECKUX MUETOTIPO(epaTHB-
HbIX 3a00JIeBaHII HA PAHHUX CTAJUSX Pa3BUTHsT, MAaHU(DECTUPYIO-
IIUX HEUTPODUITBHBIM JIEHKOIIUTO30M € HEOOJIBIIM JIEBBIM CIBUTOM
(TosiBJieHrEM MOJIOJIBIX (DOPM HEHTPOPUIIOB B TeprdepudecKoii
KPOBH), TPOMOOIHTO30M. OTJINYKEM OT PEAKTUBHBIX U3MEHEHUN B
9TUX CJIydyasiX CTaHOBUTCS OOHapyskeHne onkoreda BRCABL1, ciie-
1E(GUIHOTO JIsT XPOHITYECKOTO MEeJIoJIeiikosa Ph-iosutiBHorO, 11i
onkorena JAK-2, cnietmuduuHoro st cemeiictBa Ph-HerarnBHbIX
MEEJIONPo(epaTUBHbIX HEOILTa3ni (IIepBUYHOTO MUEI0(hUGPO3a,
UCTUHHOMN MOJUIUTEMUH 1 9CCEHI[UATLHON TPOMOOIIUTEMIUI).

BricTpoe nosyuyenue pesyisrara MBU 1o cpaBHeHUIO € IMTO-
reHeTHKOI B MeTa(a3HbIX IIJIACTUHKAX KpaliHe BayKHO U MPHU JUa-
THOCTUKE OCTPHIX JIEWKO30B, KOT/Ia C TTIO3UITHN MOP(HOTOTHIECKUX
METO/IOB UCCJIEIOBAHUS IUATHO3 COMHEHNU He BHI3bIBAET, HO BBISIB-
JieHre crennuIecKol IMUTOTeHeTUIECKON AaHOMAJIUT OTIPEIeNSIeT
XapakTep XMMUoTeparnuu. B yacTHOCTH, pedb uieT 06 OCTPOM Mpo-
MUEJIONUTApHOM Jieiiko3e 1 onkorene PMLRARA, nanmane KOTo-
POTO CJIYKUT OCHOBAHUEM [IJIsI UCIIOJIb30BAHUS JIEKAPCTBEHHOTO
mpernapara TPaHCPETUHOEBO KUCJIOTHI (BecaHoi1a), KOPEHHBIM
006pa3oM MEHSIIOIIEro IPOrHo3 3a60/1eBaHKSL.

Haubosnbiee 3navenne MBU B iarHocTuke OHKOTeMaToJI0-
ruveckux 3a60JIeBaHNI CBSI3aHO ¢ BO3MOKHOCTDIO IETEKITUU TAKUX
KOJIMYECTB OITYXOJIEBBIX KJIETOK B OPTAaHW3Me, KOTOPbIE HE MOTYT
OBbITD BBISIBJIEHBI HU MOP(OJOTHIECKUMHE, HU IIUTOT€HETUIECKUME
MeTO/IaM1, 3 UMEHHO — B IMAaTHOCTUKE MITHUMAJIbHON OCTATOYHON
6OJIE3HU MJI MOJIEKYJISIPHOTO pernBa omnyxosm. MBU — ocroBa
MOHUTOPWHTA MAIIMEHTOB TIOCJIE JOCTUKEHMS TeMaTOJIOTUIECKOM,
[IUTOTEHETHYECKOI PEMUCCUU 3a00I€BAHMSI.

B unciio merogos MBU wa cerogusamninmii 1eHb BXOIAT 4 OC-
HOBHbIE PA3HOBU/IHOCTHU:
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o oorrunr PHK (rubpuamnsanus) — Ho3epH-OJI0TTHHT;

* 6aortuar JITHK (rubpuansanust) — cay3epH-OJOTTHHT;

* FISH-rubpuzausanmus;

* mosimMepasnag memHas peaknusa (I[I1IP).

[TepBbie BE METOAMKHN HE TIOJYYUIN IUPOKOTO PACIIPOCTPa-
HEHU B IPAKTUKE KIMHUIECKOI TeMaTOJIOTHH.

FISH-ru6pugusauusa — GIOOPECHEHIUs B MECTE
rUOPUAM3AIIIT XPOMOCOM. MeTo/1 03BOJISIeT AEHTUMUIUPOBATD C
HOMOIIBIO (hITIOOPECITUPYIOIITUX MOJIEKYJI XPOMOCOMHbIE abeppaIini
B sA/paxX KJIeTOK, HaXOIANIUXCS BHE MUTOTUYECKOTO ITUKJIA, T.€. B
HEJIeJISIIUXCS KJIETKAX.

JlaHHBINT METOJ ABJISIETCS CBOETO POJA MOCTUKOM OT ITUTOTE-
HETHYECKOTO MCCIIEJOBAHNS K MOJIEKYJISIPHO-OMOJIOTHYECKOMY.
Nnentundukanms (metka) onpenenernnoro yuactka JJHK B reno-
Me KJIETKHM OCYIIECTBJISIETCS] TOCPECTBOM €ro TMOPUAM3AIK CO
CTIETTNATPHON KOMILJIEMEHTAPHOH, MEUeHHOH (hJII0OPECTIEHTHBIM Be-
1ecTBOM, nocenosareabnocToio JJHK, nassiBaemoii songom. Mirro-
OPeCIIeHTHBIE 30HIBI UMEIOT PAa3JINIHBIE I[BETA. 3OHIAMU SKEJITOTO
u cunero 1Beta MeTsT yuactku J{THK xpomocom 9 u 21. TosiBsienne
3€JIEHOTO «CJIUBHOTOY IIBETA CBUIETETHCTBYET O HATMINN OHKOTEHA
BCRABLT (1ipojiyKTa CJIUSTHUST y4aCTKOB 3TUX XPOMOCOM).

FISH-FI/I6pI/II[I/IBaLII/I${ MOKET MTPUMEHATHCA I PAa3JTUIYHBIX
1eJIeil ¢ UCIIOJIb30BAaHUEM 30H/I0B TPEX TUTIOB:

* JIOKYC-cneyuguuible 30H0bl, CBA3BIBAIOIINECS C OTTPE/Ie/IeH-
HBIMM Y4aCTKaMU XPOMOCOM — MCIIOJIb3YIOTCS JIJIsl UJIeHTU(DUKA-
U KOPOTKOH TocsrefioBaTebHOCTH Bhiiesiennoi /IHK, xotopas
CUUTAETCSI UBBECTHBIM OHKOTEHOM;

* anbhouoHvie, U yeHmpoMepHvle, 30HObL-NOBMOPbL TPENICTAB-
JISTIOT COOOT IMTOBTOPSIIOIINECST TIOCJIEI0BATETLHOCTH IIEHTPOMEPHDIX
obJsracTeil XpOMOCOM — € X MOMOIIBIO KasK/ast XPOMOCOMA MOKET
OBITH OKpaIlleHa B PA3JIMYHbII 1[BET, UTO TIO3BOJISIET OBICTPO OITpejie-
JIUTH YUCITIO XPOMOCOM W OTKJIOHEHUS UX OT HOPMAThHOTO YUCJIA;

* 30HObL HA BCHO XPOMOCOMY SIBISIIOTCST HAOOPOM HeOOJIBITUX
30H/IOB, KOMIIJIEMEHTAPHBIX K OTAETBHBIM YIaCTKAM XPOMOCOMBI, HO
B I1€JIOM TIOKPBIBAIOIIUX BCIO €€ JITTUHY — ITO3BOJISIOT «PACKPACUTh>
BCIO XPOMOCOMY U TIOJIYUIUTh AU depeHITnaTbHbIN CITeKTPaTbHbIT
KapuoTuI MHAUBU/IA. [laHHbII THT aHATTN3a TIPUMEHSIETCST JIJIsI OTIeH-
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KM XPOMOCOMHBIX abepparinii, HanpuMep TPaHCJIOKaIUil, KOT/a Ky-
COUY€EK OTHOU XPOMOCOMBI TIEPEHOCUTCS Ha TIJIEUO0 JIPYTOI.

FISH-rubpuansanuio npuMeHsIIOT ISt U3y4eHUsl KIETOK I1e-
pudeprudecKkoil KpoBH, KOCTHOTO MO3Ta, OMOIITATOB OITYXOJIH, I1J1a-
IIEHTBI, 9MOPUOHAIBHBIX TKaHEH, aMHUOTHYECKOH JKUIKOCTH Oe3
MIpeIBapUTENbHON UX (DIKCATTAN JIJIST BBISIBJIEHUS KOJMIECTBEHHBIX
U Ka4eCTBEHHBIX XPOMOCOMHBIX abeppaiiuil. MeuyeHHbie (iroopec-
HeHTHbIMU MeTKamu crieruduueckue [IHK-301161 rubpuausyiorcest
¢ xpomocomuoit JIHK kak Ha MeradasHbiX, Tak U B UHTep(a3HbIX
npenapaTtaX. OTHOBPEMEHHO MOKHO MCIIOTh30BATh MHOKECTBEH-
Hble 30H/IbI K pa3HbIM Jokycam JTHK.

FISH-rubpuausanus sBisieTcss 4yBCTBUTENbHBIM METOJOM
ISt MIeHTU(UKAIIE XPOMOCOMHBIX abeppariuii Ipu KOJIMYeCTBaxX
JIEWKO3HBIX KJIeTOK Menee 107, obecrieunBast ipu 9TOM OBICTPBbIi
ananus 6osbmioro (>500) yucna knerok. Meron 06azaeT BbICO-
KOH TOYHOCTBIO /IS MAEHTU(MUKAIIUT HEU3BECTHBIX (hparMeHTOB
xpomocomuoit /THK.

ITonumepasHas menHasi peakKIUsT — 9TO METO],
KOTOPBII TI03BOJISIET CUHTE3UPOBATH OIIpPe/ieieHHbIe (hparMeHTbhI
JIHK u3 orpomuoro konndectBa renomuoit JIHK, comep:xarmeiics
B KJIeTKe. B ocHOBe MeTo/1a JIeKUT PETTKAINS, UJTH IOCTPauBaHUE
Bropoii nerm JTHK.

Cuauana B a3y «TeIioBoii JieHaTypaiuu» IIpu TeMIiepaType
95°C npoucxouT paspylieHue CBs3el MEK/LY BYMSI IIEIIOUKaMu
HK. Tanee k ogrotnenoveunoii JIHK mpukpensisiorcs Tak Ha3bl-
BaeMble ITpaliMepbl — «3aTpaBKay /I JOCTPAUBAHUS BTOPOI TIETTH
(daza «otkuray). IIpaiiMepbl — 3TO KOPOTKHE OJHOIENIOUYEUHbIE
dparmentsr [IHK, niu ouronykaeoTHibl, KOTOPHIE IO TIPUHITI-
Iy KOMILJIEMEHTAPHOCTH MPUCOEIUHSIOTCS K y4acTKaM, OTpaHu-
YUBAIONIUM HY’KHBIE i moucka paifons JJHK. Ha ciemytomniem
artarie HaunHaeT JefictBoBaTh ¢pepment JHK-mosnmepasa, kara-
JU3UPYIONIHI ocTpanBaHue BTopoil 1ienu K yaactky JIHK mexmy
npaiiMepamu 13 JIe30KCUHYKIeOTUATPUDOChATOB, HAXOASATIIUXCS B
peaknnoHHoi cMecH (asza «CUHTE3a» ).

[ukiibl 13 TpeX repeyncieHHbIX (a3 TOBTOPSIIOTCS MHOTOKPAT-
Ho — 110 30 pa3. AMIIMhUKaTOp MPU HATUIUHA COOTBETCTBYIOTINX
npaiiMepoB pa3MHOKaeT (aMITUMUITUPYET ) CTPOTO OTIpeieIeHHbBIH
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yuactok [IHK 3a 2-3 4 ¢c nonyuenuem [TIIP-niponykTa B KOTM4eCT-
B€, KOTOPOE MOKHO BBISIBUTH METOJIOM 3JIeKTPoGhope3a B arapo3HOM
WJIY TIOJTUAKPUJIAMUJIHOM Telie.

CymiectBylioT pasnosuaroctu Metosa ITI[P, Takue kak oOpat-
Hasl TpaHckpunrasHas peakuus, raesgnas ITITP (nested PCR) u
ITIIP B peanbrom Bpemenn (PCR-real time).

ITITP B peasprom Bpemenu (ITITP-PB) nmosBossgeTr kosmuec-
TBEHHO OIeHUTh 4rcao ucxoaubix konuil JIHK B o6pasiie, uto
HEBO3MOXKHO IIpu 1posegernn oOobrunoil ITITP (kayecTBeHHO OII-
penensonell HaJuye NCKOMOTO TPAHCKPHUTITA).

[Tpu nepBryHOI AMarHocTrke ¢ momotnbio Metoza ITTTP moxkHO
BBIABUTH TocsenoBaTenbHoCcTH JIHK, saBastommecs crenuduyec-
KUMU TeHETUYECKUMU AaHOMAJIUSIMU OITyXO0JIEN TeMOTIOATUYECKON 1
sMbouiHol TKaHu. BoJsiee Toro, mMeHHO 3TOT MeTO (0COGEHHO
ITIIP-PB) nauboJsiee 10CTYIIEH /ISt KOHTPOJISI 32 HAJTMYKEM ¥ [IH-
HAMUKOH TTaTOJIOTHYECKOTO KJIOHA BO BPEM JIEYEHUS, YTO TTO3BO-
JILII0 06OCHOBATH TIOHSITHE «<MUHUMAJIbHON OCTaTOYHO O0JIe3HI»
(MODB).

Hau6oee nndopMaTUBHON MOAEIIBIO IS UJLIIOCTPALIAN POJIA
MBU B koHTpOJIE 32 00BEMOM KJIOHA OITYXOJIEBBIX KJIETOK B Opra-
HU3Me ABJsgeTcss Mogeab X MJI 11pu jiedeHun MHTUOUTOPOM THPO-
3MHKMHA3bI 1-if reHepann — umatuau6GoM (ramsexom) (puc. 2.2).
Ha mMoMeHT ycTaHOBJIEHHST IMarH03a 1P MAaKCUMaJIbHOM YPOBHE
netikemnueckux kinetok 102 yposenb BCR-ABL1 tpanckpunra,
omnpegessiemoro Meroznom ITIIP-PB, cocrasiser 100%. IlomHbrit
rematosiorndecknii otBeT (IITO) — HOpManbHBIN aHaIN3 KPOBH,
OTCYTCTBUE CIJIEHO-, TeriaToMerayinu — corposozkaaercst 100-kpar-
HBIM YMEHbIIIEHUEM MOTIYJISIITUHN JIEHKEMUYeCKuX KjaeTok 10 101 u
yposus tpanckpunta BCR-ABLT o 1%. IlosHbrii iuToreneTmyec-
kuii otset (ITI1O) — 0% Ph-1103uTUBHBIX KJIETOK 10 IAHHBIM CTaH-
naptHoii irroreHeTrku win FISH-rubpuausaiin — cCOOTBETCTBYET
1000-kpaTHOMY CHUZKEHIIO 0ObeMa OIyX0JeBbiX Ki1eTok (10 10%)
u yposus tpauckpunta BCR-ABLT no 0,1%. BosbIoit Mostexy-
agpubiii otBeT (BMO) xapakrepusyercs ypoBHEM TPAHCKPHUIITA
ke 0,1 7o 0,01%. KonuuecTBo JefikeMUYECKUX KJIETOK HUKE
108 u ypoBenb Tpanckpurnita Huske 0,001% oTHOCSTCS K KaTeropuu
noJtHOTO MoJieKyJasipHoro oteera (IIMO).
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Puc. 2.2. Cootnotutenne MeXx/y ypoBHEM OTBETA Ha TEPAIIIO, KOJTHYECTBOM
JIeliKkeMUYeCcKuX KIeTOK 1 ypoBHeM BCR-ABLT TpanckpurmTa

2.5. MeTtogbl uccnegoBaHUA reMmocTasa

Cy1ecTByeT HECKOJBKO MOAX0A0B K JTabopaToOpHOMY 00-
CJIeIOBAHUIO CUCTeMbl TeMocTa3a. [lepBbIit 3 HUX NpenoaaraeT
BbIOOP J1aGOPATOPHBIX TECTOB Ha OCHOBAHUU anroput™a audde-
PEHIUANBHON MMArHOCTUKN TeMOPParndeckoro cuHapoma. Bro-
pOIi IyTh — HCCIeIOBaHNE KOATYJIOTPAMMBI KaK MHTETPATBHO-
r0 TeCTa, BKJIIOYAIOIIEro, Kak MPaBuio, GUKCUPOBAHHBIA HaOOP
M1a6OPaTOPHBIX UCCIEOBAHNN PA3IMUHbIX 3BEHbEB CUCTEMbI I'e-
MocTasa. [losyuenue koaryiorpaMMbl € 33/IaHHBIM KOJUYECTBOM
J1a6OPaTOPHBIX TECTOB UMEET CBOU MTPEUMYIIECTBA U HEeJOCTATK.
[IpenmyiiecTBOM SBJISIETCS BO3MOKHOCTD KOMILTIEKCHOM, OZHO-
MOMEHTHOH OIleHKU BCEX 3BEHbEB TeMOCTa3a, TPOTUBOCBEPTHI-
Balolell cucTeMbl, cucreMbl ¢pubpunoansa u tectos Ha JJBC-
cuaapoM. HemocraTok 3akmodaeTcss B TPYAOEMKOCTH, BBICOKOT
CTOUMOCTHU UCCJIEJIOBAHUS C TIOJIy4YeHUEM 3a4acTyI0 U3JIUINHEH
nHdopMaInm.
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[Tpu 1abopaToOPHBIX MCCIIEIOBAHUSIX TEMOCTA3a CIIEYET:

1) 3abuparb KPOBb C MUHMUMAJIbHBIM MCIIOJB30BAHUEM JKIYTa,
HEJIOITyCTUMO B3STHe KPOBU IIIIPUILIEM UJIU U3 MOAKIIOUUIHOTO
KareTepa;

2) cobuoaaTh STAIHOCTD: IIEPBBINA HTAIl — CKPUHUHTOBbIE TEC-
TBI, BTOPOii — MPOGBI, IO3BOJISIONINE YTOUHUTD UArHO3;

3) IPOBOANTH TIOBTOPHOE 00C/IEIOBAHIE [IJIsI TIOATBEPIKICHUST
pe3yJIbTarTa B cJIydae BBISBIECHUS CEPbe3HBIX HAPYIIIEHUI B CHICTEME
reMoCTa3a;

4) MHTEPIPETUPOBATDH PE3YIBTATHI C YIETOM BO3MOKHOTO BITH-
SIHUS TIPUHUMAEMBIX JIEKADCTBEHHBIX CPEJICTB U IPYTUX BO3elC-
TBUM.

[Ipu uccienoBaHUAX CUCTEMBI FeMOCTa3a MPEATIOUTUTEb-
HO WCIOJIb30BaHUE TTPOU3BOAUTENBHBIX U BBICOKOTOUHBIX (110
CPaBHEHUIO ¢ MAaHYaJbHBIMU OIpE/eJIeHUsIMI) KOATryJIOMeTPOB
U arPeTOMETPOB, a TaKKe CTAHIaPTU3NPOBAHHBIX PACXOIHBIX Ma-
Tepuasos.

2.5.1. HccaegoBaHne COCyaHCTO-
TPOMOOLIMTAPHOI'O reMOoCTa3a

BpemMs kpoBoOTeueHH . ITO BpeMs OT MOMEHTa HaHe-
CeHUsI CTaHAAPTHON PaHbl KOXKU 0 MOMEHTA IIPEeKPaIlleHIs BbITe-
kaHusg kpou. OHo (puKcUpyeTcs MOCPeICTBOM TPOMOKAHUS PAaHbI
(buIBTPOBATIBHON GyMaroi Ui KaJIOPUMETPUIECKH T10 I[BETY JKH/I-
KOCTH, Ky/ia TIOCTYIIaeT BbITEKATIOIIAs M3 Tajblla KpOBb. B HOpMe
BpeMs KpoBoTeueHus coctapisgeT 3—10 muH.

Omno xapakTepu3ayeT QYHKIIMOHATBHYIO0 aKTHBHOCTD TPOMOOITI-
TOB U B3aUMO/IeiiCTBIE TPOMOOIITOB € COCYAUCTOI CTEHKOIA, HO HE
BBISIBJISIET BCEX TPOMOOIMTAaPHBIX HAPYIIEHIIT. DTOT CKPUHIHIOBBII
TEeCT IO3BOJIAET 3AII0A03PUTh TPOMOOIUTOIIATUN PA3JIAYHOIO FeHe-
3a, 6os1e3Hb BusieGpania u HapyIleHust IPOarperaHTHbIX CBOUCTB
COCYIUCTOU CTEeHKU. MeTo Masio ToAaeTcd CTAHIAPTU3ANN 1
MoJ[BEPyKeH GOIBIIOMY BAMSHUIO BHEITHUX (hakTopoB (TaybOnHa
MIPOKOJIA KOXKU, TEMIIEPATyPa KOHEYHOCTHU, YPOBEHb APTEPUATILHOTO
naByienus ). He mosmkeH ncmorb30BaThCs 15T TTIPEOTIEPAIIIOHHOTO
IJIAHOBOTO CKPUHUHTA.

IMMoacuer KoaruYecTBa TPOMOOIUMHUTOB IIPOU3BO-
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JIUTCST C TIOMOIIBIO T€eMATOJIOTHYECKOTO aHAJTM3aTOPA NI B Ma3Ke
nepuceprudecKkoii KpoBH.

NccaenoBanue arperamuu TPOMOOIMUTOB Kak
oTleHKa nX (hyHKIIMOHAIBHOI aKTHBHOCTH. /|15 MiccsreioBanms nic-
HOJIb3Y 0T (PUBUOJIOTHUYECKHE HHLYKTOPBI arperariuy TpOMOOIMTOB:
TpomMbuH, aapenasnu, A/[D, KoJuareH; Win crienuanibHble HHIYK-
TOPBI, TAKME KAK PUCTOMUIIUH.

Haubousee yacro usywaior AJIMD-, angpenanun-, Kojiares- u
PUCTOMUIMH-UHIYITUPOBAHHYO arperamuo TpOMOOIIMTOB ¢ rpa-
(uyeckoii peructpanuei mpoiecca Ha arperomerpe. OCHOBHBIMU
rnapamMeTpaMiy arperaTorpaMMbl SIBJISIIOTCS CTENeHb arperamnuu (B
MIPOTIeHTaX ) ¥ BpeMs arperannu (B MunyTax ). [loBerrenme arpera-
IIMOHHON aKTUBHOCTH TPOMOOITTOB XapaKTEPHO JIJIst TPETPOMOOTH-
YECKUX COCTOSTHUH, TPOMOO30B, aTEPOCKIIEPO3a, BACKYJIUTOB, BO3-
MOXKHO 11pu 6epeMenHocT. CHUKEHME arperaiioHHON aKTUBHOCTH
TPOMOOIIMTOB HAOIOAAIOT IPU TIEPBUYHBIX M CUMIITOMATHYECKUX
TPOMOOTIMTOIIATHSIX, TIPH JIEYEHU W aHTHATPEraHTaMHU.

2.5.2. HccanegoBaHue KoaryaaLHOHHOIO
(moa3amMeHHOro) reMmocTrasa

AKTHBHPOBaHHOE YaCTHYHOE TpoMbomaac-
TuHoBOe BpeMs (AUTB). Tepmut «gacTUUHBIN TPOMOOILIAC-
THH» 03HAYAET, YTO PEAKTUB COAEPKUT TOIBKO (HOChHOTUTUIBI, B
HeM HeT TKaHeBOTo (pakTopa. MeTosm Mcnoib3yeTcst Kak TecT JJIsT
OTIEHKW BHYTPEHHETO MEXaHNU3Ma CBEPTBIBAHNS KPOBH, TIPEK/IE BCe-
ro ckpuauHra Ha fedunut dpaxktopoB VIII unu IX (remobummsa A
1 B), BOJ/YAaHOUHOTO aHTUKOATYJISTHTA U CIEKEHNS 32 aHTUKOAry-
JISHTHBIM JleficTBreM renapuHoB. Kaxmast mabopaTopust ornpesie-
JIseT cBOI HOpMabHbIH quanaszon AHTB ¢ yueTom mcnosb3yemMbix
PEaKTUBOB.

Ykopouenne AYTB (akTuBaIus BHyTpeHHETO MEXaHNU3Ma CBEP-
THIBAHUS ) OOHAPY/KUBAIOT TPU TPOMOO3ax, TpoMOoaMOomsIX, [[BC-
cuHpoMe (TUTIEPKoAryIAInoHHas dasa), THOT/Ia TPU HOPMATbHO
poTeKaroleil 6epeMeHHOCTH.

Vanunenne AYTB umeer MecTo mpu GOJIBIIOM CIEKTPE MaTo-
Jormdyeckux coctossauit. [Ipexmae Bcero ato nedpunut baxTopos
BHyTpeHHero mytu cBepThiBanus: VIII (remopmmms A), [X (remo-
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dumus B), XTI, XIT ipu HOpMasibHBIX pe3yibraTax mpoTPOMONHO-
Boro Tecta; nedurut dakropos 11, V, X B carydae comyTcTBYyIOIIEH
TUTIOKOAryJISIIIUK B TPOTPOMOMHOBOM TecTe; iepuiiut chakropa Bui-
Jiebpania, Teparnus 0ObIYHbIM, HepPaKIIMOHUPOBAHHBIM FeIIAPUHOM,
JiedeHre aHTUKOAryJIsTHTaMu HenpsiMoro zietictsus, JI BC-cunapom
(norpebienne (hakTOpoB CBEPThIBaHUSA B (hady T'MIIOKOATYJISAIIH ),
MepeJIMBAHNS PEOTIOJTUTIIIOKITHA, TPEapaToB IMIPOKCUITHIIKPaX-
masa (madyxo, Basekam, HES), nammume BosTuanoyHOTO aHTHKOA-
rysisinTa, Mmytaiust hakropa [X, reeK bl pu nosryuyeHny KpoBH J1Jist
nccseoBanust (TeMOJIN3, TIepe03MPOBKa IIUTpaTa HATpust, 3a00p
KPOBU U3 TeMaPUHU3UPOBAHHOTO KaTeTepa).

IMporpomounoBoe Bpems (mo Keuxky), MHO. Ilpo-
tpombuHoBOe Bpems (ITTB) — Tect 1711 O1leHKU BHEIITHETO MEXaHU3-
Ma cBepThiBaHust KpoBH. [1TB 00bIYHO MCTIO/IB3YeTCst ISt OTIpeieie-
HUst akTUBHOCTH (hakTopa VII, KOHTpoJIs 32 JiedeHreM HETTPSIMbIMU
AHTUKOATYJISTHTAMU, TPU CKPUHUHTE CUCTEMBI TEMOCTA3a, a TaKKe
JUIST KOJTMYECTBEHHOI O1leHKH (prOPUHOTeHa B aBTOMATHYECKUX KO-
arysnomerpax. Kaskzast tabopatopust orpe/iesisiet CBOit HopMaIbHbIi
nuarazos [ITB ¢ yuyeToM ncriosb3yeMbIX peakTUBOB.

Yropouenne [ITB cBugerenbctByeT 06 ak THBAIMI BHEIITHETO
MexaHu3ma cBeptbiBanust — 1ipu JIBC-cunpome, B iocsieiHme He-
nes GepeMEHHOCTH, TIPH TIPHEMe MePOPATbHBIX KOHTPAIIENITHBOB,
JIeYeHU M KOHIIeHTPaTtaMu (haKTOPOB MTPOTPOMOMHOBOTO KOMILJIEKCa
(Deiiba), HoBoCeseH u ap.

Ynnmunenue I[1TB umeer mecto ripu geduiinte Ui aHOMaJINK
dakropos nporpomburosoro komruiekca (VII, X, V, II), B ciryuasx
IprueMa aHTUKOATYJITHTOB HENIPAMOTO JlelicTBus (BapdapuH ), Ipu
GOJIE3HSIX TIEYEH U JKETYEBBIBO/IATIEH CHCTEMBI, JIedeH 1 Hepak-
IIUOHUPOBAHHBIM TENAPUHOM (TECT pearupyer JIUIIb HA CPABHU-
TeJLHO BBICOKWE KOHIEHTPAIMN aHTUKOATYJISHTA, TPUMEPHO OT
0,5 ME /mut kposu u Bbeiie), JIBC-cunapome (norpebienue ¢pakro-
POB CBEePTBHIBAHUS B TEPeX0IHYTO0 (hasy U (ha3y TUIIOKOATYIAIINN ), Ha
(boHe 1epesBaHMil PEOIOJIUTIIIOKUHA, TIPENAPATOB TUIPOKCUITUII-
kpaxMasa (MHGYKOJI, BalekaM ), TPU HAJIMIUH B KPOBU BOJTIAHOY-
HOTO aHTUKOATYJITHTa (BO3MOXKHO), /leheKTaX B3SATUSI KPOBH JIJIst
nccseoBanust (TeMOJIN3, TIepPe03MPOBKa IIUTpaTa HATpust, 3a00p
KPOBU M3 TEMAPUHU3UPOBAHHOTO KaTeTepa).
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MHO (MesxaynaponHoe HOpMaJIU30BaHHOE OTHOIIIEHUE), Jia-
tuHcKast aboperatypa — INR (International Normalized Ratio) —
JIOTIOJTHUTEJIBHBIN CIIOCOO MTPEICTABIIEH ST PE3YJIBTATOB IIPOTPOMOM-
HOBOTO Tecta. Pekomen1oBan komuTeToM akcniepToB BO3 u ipyrumu
MESK/TyHAPOHBIMU OPTAaHU3AIUSIMHU 10 CTAaH[APTU3AI[UH B TEMATOJIO-
TAW /1 KOHTPOJIS TePATTNH HETIPSIMBIMI aHTUKOATYJITHTAM.

MHO — ato ornomenue IITB nanunenTa k [I'TB HopMmambHOI
TIJIA3MBI B CTETIEHU MESK/yHAPOIHOTO WHIEKCA YyBCTBUTEIHHOCTH
(MNY). MUY — koppeknnoHHBIN (haKkTop, crieriuuIHbINA 15
Kak/IOM TapTUW PEeaKTHBOB, PACCYMTAHHBIN HA OCHOBAHWH CTaH-
napros BO3 gist TpoMboILacTuHa.

MHO — matemaTnueckas KOppeKIns, TPA MOMOIIHA KOTOPO
npousBouTcest ctangaprusanus [ITB, uto mo3Bosisier cpaBHUBATD
pe3yJIbTaThl, MOJTydeHHbIe B padHbix gaboparopusix. MHO u mipo-
TpoMOUH 110 KBUKY KOPPEJUPYIOT OTPHUIIATENHHO: CHUKEHIE TTPO-
Tpombuta mo Ksuky coorsercrByet nosbitennio MHO.

B Hopme MHO npubausxkaercs x 1. TepaneBrudeckuii quara-
3o MHO 2-3 na ¢one tepanun HeMpAMBIMA aHTHKOATYITHTAMHU
obecriedynBaeT MPOGUIAKTUKY TPOMOO3a O3 yBeJndeHus PrcKa
KPOBOTEYCHMS.

B Hacrositee BpeMmst Bce O0JIbIII0e PaciipoCTpaHeH e MOoJTydaeT
criocob uamepernnst MHO B amGy1aTOpHBIX yCJIOBUSX (HA JOMY
CaMUM TAI[MEHTOM ) C IIOMOIIIO TAK HA3BIBAEMbIX 9KCIIPECC-KO-
arysomerpoB: «Koarydek Ikc dc» / «CoaguChek XS», «Koary-
yek Jkc Ic [hmoc» / «CoaguChek XS Plus» u «n Pamwo 2» /
«INRatio2».

TpomOunosoe Bpemsa (TB) — Tperuii 1o 3HaYUNMOCTH
Ga3UCHBIN KOATYJISIIMOHHBIN TecT. XapaKTepu3yeT KOHEUHBIN aTar
poliecca CBepThIBaHKs — IpeBpalierue pubpunorera B pubpuH
nox aeiicreueM tpomOuna. Ha Hero Biausier koHeHTpaius (Gpuob-
pUHOreHa B IJIa3Me M HaJIM4Ke POAYKTOB Jerpaganuu ¢hpubpuHa.
Pedepencusie snauennsa TB: 18-24 c.

Vkopouenue TB xapakrtepHo ans runepdubpuHOTeHEMUN
(¢dubpunoren 6,0 v/ 1 BbIle), HAYATBHON (THIIEPKOATYJISAIMOH-
Hol) aswl ocTporo u nogoctporo /IBC-cunapoma.

Yumnaenne TB viMeeT MecTo pu TermapuHOTePanui 0ObIYHbBIM
rernapuHoM (TeCT pearupyeT Ha CPaBHUTEJNbHO HU3KHE KOHIIEHTPA-
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UM aHTUKOAryJIsiHTa, npubausuresnbio ot 0,05 ME/mir kposn),
runiopubputorenemu (pubputoren vuke 1,0 T/01) B carydasix pas-
Butust octporo JIBC-cunzpoma u ipu TpoMOOJINTUYECKOR Tepanun
(cTpenToKMHA3a, aKTUJIN3E 1 JIP. ), HeCOOTIOIEHNH TPaBIIT 3a60pa
KpoBH (reMoJIH3, epeI03MPOBKa IIUTpaTa HaTPHsi, 3a00p KPOBU 13
rerapuHU3NPOBAHHOTO KaTeTepa).

2.5.3. Onpeaenenne (pUOpPHHOreHa 1 ApPyrux
($paKkTOpPOB CBEPTbIBAHUA KPOBH

Konuenrpanus ¢pubpunorena B maasme. Kormuecr-
BeHHOe onpeseenne pubpuHoreHa Mo metoay Kiaycca siBiisiercst
6a3MCHBIM TECTOM HcceoBaHus reMocTaza. ObpasoBanue huod-
pHHA ¥ ero cTabuIN3aIust TIPEICTABIIAIOT cOO0il (PUHATBHBII aTar
dbopmuposanus Tpom6a, IIPU KOTOPOM PacTBOPUMBIL (puOpUHOreH
[peBpaIaeTcst B HePaCTBOPUMBIN (PHOPUH MO/ IeHCTBIHEM TPOMOH-
Ha u pakropa XII1. Dubpunoren — octpodaszossrii 6esok. [leueHnb
cutTesupyer 2—>5 r GubpUHOreHa B JIeHb, BPEMS TTOJIYBbIBEICHUS
(hbubpUHOreHa 13 KPOBK COCTABJISIET OKOJIO 4 JTHEN.

KonrmenTpanus ero mosket npesbimiaTh 10 1/ Ipu TSKETBIX
GakTepuaIbHBIX MH(MEKIHSIX, IIPK TPpaBMe 1 TpoMb03e. K sHauuresnnb-
HOMY POCTy (hubGprHOreHa MPUBOIAT 3200 IeBaHUs TTIOYEK (TTHeTI0-
HedpUT, rIoMepyIoHePUT, TEMOJIUTIKO-YPEMUIECKUT CUHIPOM ),
KOJITareHo3bI (PEBMATOU/THBIN aDTPUT, Y3E€TKOBBIH TEPUAPTEPUNT),
apoKCU3MaJIbHasi HOUHAsI TeMOTrJIOONHYPHs, HOBOOOPa30BaHUsI
(pax sterkoro). ITosbitenue ypoBHst pruOpUHOreHa B IIJ1a3Me KPOBU
GOJIBHBIX CEPIAEYHO-COCYAUCTHIMK 3a00IEBAHUSIMU TIPE/IIIECTBYET
pasBuTHIO WH(MApKTa MUOKap/a U WHCYJIbTa. Koppesdius Mexmay
ypoBHeM (UOPUHOTEHA U Pa3BUTUEM 9TUX OCJIOKHEHIIT 0COOEHHO
YETKO MPOCIIEKNBAETCS Y MAIMEHTOB MOJIO/IOTO U CPETHETO BO3pac-
ta. Onpeenenne ypoBHsi pubprHoreHa — HanboJIee 4yBCTBUTEb-
HBIIT TECT /IS BBIABJIECHUST OECCUMIITOMHBIX CTa/Hil 3a00/I€BaHNUsT
nepuepuiecKiX apTepUaIbHbIX COCY/IOB.

Hopmasbhbie snavenns pubpunorena: 2,75—-3,65 /7.

CHusKeHre KOHIeHTpaluu (GruOpUHOreHa POUCXONT IIPHU OC-
tpoMm [IBC-cunapome, auchubOpuHOTEHEMUH.

[ToBblenne KoHIEHTpaU GUOPUHOTEHA UMEET MECTO IIPU
MHQEKIMOHHBIX, BOCTTAJINTEIBHBIX U Ay TOUMMYHHBIX ITPOTIECCaX,
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nojoctpoM u xpoundeckom /IBC-cunpomMe, HOpMaJbHO TIPOTE-
Kalolieit GepeMeHHOCTH.

NccraenoBanue ¢pakTOpoB CBEePTHIBAHUS IIPOBOJIST
B cayvasx HeoObsicaumoro yanaenuss AATB wiu TITB npu 1o-
OTIepaIlMOHHOM CKPUHUHTE HA OCHOBE MOIM(DUITUPOBAHHBIX TECTOB
AYTB nmu [I'TB ¢ peakTHBOM TLTa3MBI, UMETOTIIUM JeDUITNAT UCCcie-
ayemoro dakropa. Onenky dakropa X111 He0OXOAMMO BBITTOIHSATH
[PY HAJIMYWH Y TTalieHTa He0ObSICHUMbIX KPOBOTEYEHU IPH HOP-
MasibHbIX 3Hauenusax AUTB u IITB. HopmanbHblil Auana3on st
6osbimmHcTBa hakTopos 70—130%.

2.5.4. HccnegoBanne pHU3NONOTHYECKHX
AHTHKOAryaaHTOB

IIporeun C. Ero ompenensior UMMYHOXUMUYIECKUM, KO-
aryJISIIIMOHHBIM METOJIAMU I METOIOM C XPOMOTEHHbBIM cyOCcTpa-
toM. [Iporenn C nnaktusupyer Va u VIII Tompko B komMmekce ¢
MIPOTENHOM S, TIOATOMY X COZIEP;KAHME JKeJTaTeJbHO OTIeHUBATD B
COBOKYITHOCTH.

B nopme yposenb nporenna C cocrasisier ot 70 10 140%.
[ToBbIlIeHNE €r0 MOKET UMETh MECTO BO BPEMSsT GEPEMEHHOCTH.
HacnenctBennsiit roMO3UTOTHBIH iepuniut mpoTenHa C uiam aHo-
masnu nporenHa C IpUBOAAT K MAaCCUBHOMY TPoM603y ((ynbMu-
HaHTHAS MypIypa) Y HOBOPOXKIAEHHBIX. leTepo3uroTHbIil nedu-
T nporenra C mpezppacrosaraet K Tpombosy. IIpnobperennoe
CHUJKEHUE aKTUBHOCTHU (haKTopa MOKET MMETh MECTO TP 3a00-
JIeBAaHUSX TeueHn ¢ HapyuieHneM ee ¢pyukinn, /[ BC-cunapome,
HepoTUYECKOM CHH/IPOME, CHHAPOME OCTPOIl IbIXaTeJbHON He-
JIOCTaTOYHOCTU, MEHUHTOKOKKOBOM CETICHUCE, FeMOJIUAJIN3E, Jieue-
Hum L-acraparnuasofi, je4eHuN HeTTPAMBIMUA AaHTHKOATYJITHTaAMHU
(medunut Butamuna K), B mocsepomoBoM 1 TocIeorepannoHHOM
MepUo/Iax.

IIporeun S (Buramun-K-3aBucuMbiii 6esI0K) SBJISIETCS KO-
(haxropom axtuBuposannoro mporenHa C. Onpesenenue mpore-
MHA S BO3MOKHO KOAryJISIIIUOHHBIM 1 UMMYHOXUMUYECKUM CIIO-
cobamu.

Kownmnentparust mpotenta S B Hopme cocTtasiistet 20—25 HT /M.
Omnmcanbl cirydyan Kak (yHKIIMOHAJIBLHOTO, TAK U KOJIMYECTBEHHOTO
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neduira nporenHa S. YMeHbllleHne copepKanus (aKTUBHOCTH )
MPOTENHA S MOKET OBITh BPOKIECHHBIM (HACTIEICTBEHHBIM ), & TAKIKE
pUOOPETEHHBIM B pe3yJibraTe 3a00J1eBaH sl TEYEHN ¢ HapYIIEHUEM
ee pyaknnm, JIBC-cunapoma, HepoTHIECKOTO CUHIPOMA, CUC-
TEMHOU KpacHOW BOJIYaHKH, JiedeHUsT L-acriaparnHasoi, jiedeHus
HETPSIMBIMH aHTUKOATYJITHTAMH, TIPHEMa 3CTPOTEHOB (TIepOopPasb-
HBIX KOHTPAIIENTHBOB ), GEPEMEHHOCTH, B TIOCJIEPOIOBOM IIEPHOJIE,
M3-3a HUINYUSA Ay TOAHTUTEJ K TTPOTENHY S.

Auturpom6un III. [Iia onpeneseHns akTUBHOCTA aHTHU-
tpombuna IIT (AT III) yamie Bcero UCroib3yloT METOJL C IIPUMe-
HeHueM xpoMoreHnHoro cyocrpara. AT 111 pacierisier cy6erpart, B
pesyJibrare 06pa3yercst OKpalieHHbIi TIPOAYKT, KOJTMIECTBO KOTO-
poro 3aBucut ot ucxogaHo aktuBHocT AT II1. CyiiecTByioT Takske
MMMYHOXUMHUYECKIE U KOATYJIIITMOHHBIC METO/IBI.

Tect IPUMEHSIOT /IS MOHUTOPUHTA JieUeHUs IellapUHOM.
JlnurenbHas remapwHOTEpANNs MOXKET MTPUBOAUTD K CHUKEHUIO
aktusHoctu AT III B rurazme. Jleuenue BBICOKMMU 103aMU Tera-
puHa, 0c06eHHO HehPAKIIMOHUPOBAHHOTO, TPUBOJIUT K TPAH3UTOP-
Homy cHuskeruo AT I11 o MmexaHusamy oTpebJieHust, 0COOEHHO Y
GOJIBHBIX C TSIKEJION MaToJOTHEl, TPU KPUTHIECKUX COCTOSTHHSIX,
[IBC-cunapome, cericuce, 3JI0KaueCTBEHHBIX OIYXOJIsIX. Y HOBO-
poxennbix cogiepskanne AT 111 cocrasiisier okosio 50% u jocturaer
YPOBHS B3POCJIBIX K 6 MecsiIiam.

Hopwmasbubiii auanazon AT T11: 75-125%.

Cumxenune cogepxanus (akruproctu) AT IIT moxer ObITH
BPOXIEHHBIM (HACTE[CTBEHHBIM) e(DUITUTOM MJAN aHOMasei
(cHUKEHMe aKTUBHOCTH WJIM YYBCTBUTEJIHHOCTU K IellapUHY);
pruoOpeTeHHbIM MpH 3a60JeBaHUsAX TTedeHr (OIyXOJH, IIUPPO3,
AJIKOTOJIbHBIN TeNaTuT), HeppoTuiueckoM cuHpoMe (IIPOTEUHY-
pust cBbIIIIEe S T/01), KapiiuHome Jierkux, /| BC-cunapome, MHOKeC-
TBEHHBIX TPABMaX, TSKEJbIX POJIaX, FeCT03aX, [IPUEME ICTPOreHOB
(TTepopabHBIX KOHTPATIETITUBOB), KOPTUKOCTEPOUIOB, JEUECHUH
L-acnaparunasori.

Veeanuenne conepkanust (akrusHoctn) AT 111 nabrogaior
BO BPEMsI MEHCTPYaIlUU, TIPU OCTPHIX BUPYCHBIX TelaTUTAX, XOJIeC-
Tase, mpremMe aHabOJUYECKUX CTEPOU/IOB, JTEUEHUH HEIPSIMbIMU
AHTUKOATYJISTHTAMU.
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2.5.5. HccaeqoBanna ¢pHOPHUHOMUTHYECKOH
CHUCTEMBI

BpeMms nu3duca 3yrio0yJIHHOBBIX CTYyCTKOB /
XIla 3aBucumblii (GUOPUHOIU3 — BakKHEHHIT Ga3MCHBIN METOJ
ucciaenoBanus cucreMbl hubpunonnsa. OH MO3BOJSIET ONEHUTD
COCTOSTHIE BHYTPEHHETO ¥ BHEIITHETO MEXaHU3MOB 00Pa3s0BaHUs
MJIa3MUHOT€HA.

Merto 3akodaeTcss B OIPe/IeIeHIN BPEMEHN CIIOHTAHHOTO
JIU3KCA CTYCTKA, 00Pa3yIoIerocst U3 ayriao0yIMHOBON (hpaKIiu
6ecTpOMOOITMTHON TTa3Mbl TPU JOGABIECHUHN K HEll pacTBOPa XJI0-
pH/Ia KaJIbIUs.

Metoz o1ieHKH 9y TJI06yIMHOBOTO J3Kca TPeOyeT HCXOIHOTO
Hamuus B 1azme pubpunorena. [Ipu oTKIOHEHUSIX COepsKaHNUST
(bubGpuHOTEHa, a TAK/Ke ITPU HETIOJHOIIEHHOT oJimMepusarun Gpuo-
pUHA BO3MOKHO MOJIyY€eHre OMNOOYHBIX PE3YIHTATOB.

Ykopouenue BpeMenn jin3uca (aktuBarust puOpunoansa) Ha-
GJTIO/IAI0T TTPU yMeHbIIIEHN T KOHIIeHTpaliii hruOpIHOTreHa — ruto- u
nauchubpUHOTEHEMUY; YBeIMIeHe BpeMeHN Jin3uca (yrHeTeHne
ubpunomsa) — npu rurepdubPUHOreHEMUN.

B cBs13u ¢ OpMEHTHPOBOYHBIM XapaKTepOM M HEIOCTATOUHOMH
crennUIHOCTBIO B MOCIe/HEe BPeMsi BMECTO TecTa CIIOHTAHHO-
0 JIN3UCA 9YTIOOYIMHOBOTO CTYCTKA UCTIOJMB3YIOT OIPEIeIeH e
OT/IeJIbHBIX (hakTOPOB GUOPUHOIN3A, B TIEPBYIO OUePe/Ib MTA3MH-
HOTCHA.

IIra3sMHUHOTEeH U TKaAaHEBOW aAaKTHUBATOP NJIAa3MHU-
nHorena (TAII). Onpenenenne KommyecTBa MIa3MITHOTEHA OCHO-
BAHO Ha TH/IPOJIM3€E XPOMOTEHHOTO cyOcTpaTa. TecT MCHomb3yioT
muist mrarnoctuku JIBC-cunapoma 1 TpoMOOGhUIIHiA, BHISIBJICHUS
Hapyenuii GuOpUHOIN3a, KOHTPOJIS JiedeH st GHOPUHOTUTIIEC-
KHUMH TIperapaTamMu pu TpoMO03ax, TpoMO0aMOOJIHSIX, HH(pAPKTaX.
Jedunur naasMuHoreHa — KpaiiHe pekoe coObITHE, Yallle BCTPe-
yaercd eUnAT TKaHeBOTO akTHBaTopa miua3muHorena (TAIL).

Hedurut TAII siBnsteTcst oIHUM M3 TIOTEHITHAJBHBIX (DaKTOPOB
pricka TpoM603a, XOTsT KJIMHUYECKH 9TO TIOATBEPKIAETCS He BCET-
na. TAIT ocBo6okgaeTcss B KPOBOTOK U3 9HIOTENNATBHBIX KJIETOK
COCY/IMCTOH CTEHKH TIPU CTPECCOBBIX BO3/IEHCTBUAX Ha Hee. B vac-
THOCTH, B KJIMHUKE UCIOJIB3YIOT MAHKETOUHYIO TIPOOY (1103UPO-
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BaHHOe Tiepeskarne BeH ). CHavasa onpeiessitorT 6a30Bblil yPOBEHb
TAII, otom Ha 10—15 MUH Ha TIpeAIiedbe HAKJIABIBAIOT JKIYT
WJIN Pa3/lyBalOT MAHIKETKY, BbI3bIBAIOILYIO BEHO3HbBIN CTa3, 3aTeM
GepyT BTOPYIO MOPIIUIO KPOBHU, B KOTOPO# MOBTOPHO OMPEIEIISIOT
TAITI. CpaHuBatoT pesybratbl 00enx 1mpod. Omnpenenetnne TATI
IPOBOJAT Y GONBHBIX ¢ TPOMOOGDUIIHMEN KaK YacTh MAHEIN TECTOB
Ha BbIsiBJIeHUE TpuYnHbl TpoMboduanu. ITossimenue TAIT mocie
nHpapKTa MHOKap/1a PaCCMaTPUBAIOT KakK HeGIaronpusiTHBIN (hak-
TOP PYCKA MOBTOPHBIX OCTPHIX KOPOHAPHBIX cOOBbITHIT. HapytieHune
ocoboxaenns TATI mocsie BEHO3HOTO cTasa OMHUCAHO Yy OONBHBIX C
TpoMbGO3aMK U IIATOJOTHMEl TIOYEK.

YBesmmvenne coziep:RaHmUS TIIa3MUHOTEHA U €T0 aKTHBATOPOB
BO3HUKAET IIPU IIAHKPEATUTE, TAHKPEOHEKPO3€e, METACTA3UPYIOIIEM
paxe Mpe/IcTaTeTbHOM JKeJe3bl, IMIHNKOB, METaCTa3upyIoIel Mea-
HOME, I1PU OTIEPAIUH HA JIETKUX, TPE/ICTATETbHOMN, TO/IKETYI0UHOMN
JKeJese, THIepKaTeXoJaMIHeMNH (CTPecc, THPEOTOKCHUKO3, THTIEP-
TOHMYECKUN KPU3, BBEAECHUE aJPEHAIIHA), IaTOJOTUN OepeMeH-
HOCTH, TEPMUHAIBHBIX U IPYTUX COCTOSTHUSAX, COTTPOBOKIAIOTINXCS
passutueM /[ BC-cunapoma, nuppose meyeHu, MeTacTaTuiecKoM
MOPaKCHUH TTIEYCHH.

ledunutr rrasmMuHOreHa U €ero akTUBATOPOB MOXKET UMETh
MECTO MPU PENUAMBUPYIONINX BEHO3HBIX TPOMOO3aX, CUCTEMHBIX
BaCKyJINTaX, cericuce, HehPOTUUECKOM CUH/IPOME.

2.5.6. TeCTbl aKTHBALMH CBePTbIBaHHA KPOBH
(mapakoaryndaluH)

D -aqumep b1 — crierududeckrie TPOAYKTHI AeTpaganni hud-
puHa, BXoJsIIne B coctaB TpoMb6a. OHU 00pasyroTest B poIecce
JIN3WCa CTYCTKAa KPOBU MO BAUSHUEM IJTa3MUHA U HEKOTOPBIX
Hecuenududecknx ¢ubpunoautukos. Konnenarpauus D-gume-
POB B CHIBOPOTKE IIPOIOPIIMOHAIbHA aKTUBHOCTH (hUOPUHOIN3A 1
KOJINYECTBY JIM3UPYEMOro (hubpuHa. ITOT TECT MTO3BOJISIET CYINUThH
00 MHTEHCUBHOCTHU TIPOLECCOB 0OpasoBaHus U paspyuienus Gpuo-
PUHOBBIX CI'YCTKOB.

Onpenenenne D-nrMepoB TpOBOAUTCS UMMYHOMEPMEHTHBIM
METOJIOM C MCIIOJIb30BAHUEM MOHOKJIOHAJIBHBIX AHTUTEJ, UMMY-
Hoaud Y3, METOIOM TYPOUAUMETPUHN, TaTeKC-arTIIOTHHAIIUN.
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Bo Bcex MeToj1ax ucciieIoBaHus TPUMEHSIIOTCSI MOHOKJIOHAJIbHbBIE
aHTHTENA K aMuTONaM Ha D-auMepe, KoTopbie 00pasyoTes mpu
paciiernyieHn HepacTBOPUMOro (hrOprHa ITa3MUHOM. DTHUX IITHU-
TOIOB HeT Ha GUOPUHOTEHE ¥ PACTBOPUMBIX (DUOPUH-MOHOMEPHBIX
komiiekcax (POMK), moatomy D-aumepsr — mmokasaresb TOTO,
4TO B TIporiecce (GUOPUHOIM3A PACIIEIIETCs UMEHHO (hUOpPUH, a
He pubpuHoreH niv GubprH-MOHOMEpPDI. I[T0CKOIbKY 3TH aHTHTE-
JIa He B3aMMOJIEHCTBYIOT ¢ (pUOPUHOTEHOM, MCCIEIOBAHMST MOTYT
MPOBOJINTHCS KAK B IJIa3Me, TaK U B CbIBOPOTKe. Ha orpezesienue
D-nuMepoB npakTUYecky He BIUSET TEXHUKA B3SITH KPOBH, TIPHU-
Mech TPOMOOIIUTOB, He TPeOYeTC s UCTIOb30BaHUS UHIMOUTOPOB
JI7TST TIOZIABJICHNS IPYTUX (DaKTOPOB.

Hopwmainbroe cogepskanne D-gumepa: 33,5—727,5 Hr /ML

[Tosbiienne yposusi D-1uMepoB B KPOBU IIPOUCXOUT TIPU
BEHO3HBIX TPOMO03aX, aTepoTpoMb0o3e, TPOMO0IMOOINN JIETOYHOM
aptepuu, /IBC-cunapome, Ipyrux cOCTOSTHUSX C MOBBIIIEHHBIM
obpasosanueM GpuOPUHA, TIOCJIE OIePaLUil, 0COOEHHO IIPU HOJIBIIOM
OTIepPAITMOHHOM TI0JTe. D-mMepsl I0CTaTOYHO 10JITO INPKYITUPYIOT
B KPOBH, BpeMsl UX IOJIYBbIBe/IeHUsI cocTaBJisieT Gosee 24 4. Tlo-
BbIllIeHNE YPOBHSI D-/IUMEPOB MOKET TIEPCUCTUPOBATH B TEUEHUE
HECKOJIbKMX HeJleJIb [IOCJIEe OCTPOTo TpomMOOo3a.

PacrBopumbie PUOPUH-MOHOMEPHDBIE KOMIIJIEK ChI
(PDOMK). IIpu akrupauuu cseproiBanus kposu (JIBC, Tpombo-
3bl, TPOMOOMDUINHN) TPOUCXOIUT pacIIupeHte myaa GudbpuHore-
Ha, B Pe3yJIbTaTe Yero yBeJMUUBAETCS KOJIUYECTBO PACTBOPUMbBIX
dubpun-mMmonoMepHbix KoMiiekcoB (PMOMK). Kauectsennoe u
kosmuecTBeHHOe onpezeneHne POMK npoBoguTest ¢ moMomipo
oprodeHaHTPOINHOBOTO TecTa. [emapruHoTEpanis ¢ cofiep;KaHneM
rerapuHa B 1azMe kKposu 70 10 en./Mu1 He BIUSIET HA Pe3yJbTaThl
TecTa.

Hopwmambabie snavenns POMK o oprodhenaHTpoimHOBOMY
tecty — 110 4,0 Mr%.

[Mositrenne PKMM Bo3HUKAET MTPU AKTUBAIIIH BHYTPUCOCY -
auctoro ceeprbiBanst Kposu ([IBC-cuuapom, TpoM603 riryGoKmux
BEH, BMOOJINS JIETOYHON apTEPUH ), BO3BMOKHO TIPH JIEY€HUH aHTHKO-
aryJIgHTaMu, (PU3NIecKOM 1 ICUXOJIOTHYECKOM CTpecce, HOPMaJTbHO
nporekarolieil 6epeMEeHHOCTH, B IEPUOJL HOBOPOKIEHHOCTH.



Maea 3

CHHAPOMA/ABHBIH MOAXO0/1 K AHATHOCTHKE
3ABO/IEBAHHH KPOBH

TepmuH «00JI€3HU KPOBU» IITPOKO YIIOTPEOIIsIEM, HO He COBCEM
KoppekTeH. KpoBb — 9T0 BCEro JIMIIb «3epPKao», OTpakaioliee
[aTOJIOTMYECKUE MPOIECChl B KPOBETBOPHBIX OpPTaHax, T.e. B TeMO-
H09TUYECKOI TKaHU. BoJie3sHn KpoBY BKJIIOYAIOT 3200/IeBaHIS TePa-
MEBTUYECKOTO XapaKTepa, a IMEHHO aHEMIH, HapPYIIEHUsI TeMOCTa3a
U HEOHKOJIOTHYECKYIO ATOJOIHIO JIEHKOLUTOB, CEJIE3eHKH U/ NJIH
AHTUTENI000PA30BAHNS, 1 OHKOJIOTHYECKUE 3a00JIeBaHUS T€MOTIO-
9TUYECKOI TKaHU — MUeJIOUIHbIe HOBOOOPa3oBaHUs, TUM(MOMBI 1
3JI0KAQYECTBEHHBIE THCTUOIUTO3BI.

[Tpu BceM MHOTOOOPA3UU TeMaTOJIOTNYeCKUX 3a00IeBaHU UX
HPOSIBJICHUST CKJIA/IBIBAIOTCS 13 COBOKYITHOCTH CHHIPOMOB, KOTOPBIE
00y CJIOBJIEHBI ITPESK]IE BCETO KOJIMYECTBEHHBIMU U3MEHEHUSIMU KJIe-
TOK KPOBH, OTIPE/IE/ISIEMBIMU ITOCPECTBOM KJIMHIUYECKOTO aHAJ3a
KPOBIL.

CHHIPOM — 9TO KOMOUHAIIMSI CUMIITOMOB, UMEIOIINX €INHBII
aTo(GU3NOJOrNIeCKUI MeXaHN3M BO3SHUKHOBEHM. B unciio cum-
[TOMOB BXOZSIT CyObeKTHBHBIE (3Ka100bI 00JIBHOTO ), 00bEKTUBHBIE
(mannbie 06BEKTUBHOTO 06CIE0BAHNUS TTAllMeHTa) CUMIITOMBI U
[aTOJIOTUYECKUE H3MEHEH WS, BBISIBJIsIEMbIE B ITpoIiecce 1aboparop-
HO-MHCTPYMEHTaJIbHOTO 00C/Ie[0BaHNS Mal[HeHTa.

ITpu AuarHocTUKe PasJIudHbIX 3a060I€BAHUN KPOBU IIPUHATO
BBIJIEJIATH YEThIPe OCHOBHBIX YHUBEPCAIbHBIX FeMaTOJOIMYeCKUX
CHH/IPOMa, HETIOCPEICTBEHHO CBSA3aHHBIX C KJIETKaMU KPOBU:

1. AHeMUYeCKU, NI TUITIOKCHYECKUI, — 00YCIOB/IEH CHIUKE-
HIEEM KOJINYeCTBA TeMOTJIO0OMHA U 9PUTPOIUTOB B eIMHUIIE 0ObeMa
KPOBIL.
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2. UmmyHOeUITUTHBIH, WK MHOEKIIMOHHO-BOCTIAIUTE b-
HBII, — 00YCJIOBJIEH CHUMKEHUEM KOJIMYECTBA Pa3/IMYHBIX TUIIOB
JICIKOIUTOB B eUHUIE 00beMa KPOBHU.

3. Temopparudyeckuii — 00yCI0BIEH CHIZKEHIEM WU Hapylie-
HueM QYHKIIE TPOMOOITUTOB, a TaKsKe 1e(DUIIUTOM KOATyJISIIHOH-
HBIX (DAKTOPOB CBEPTHIBAHUS KPOBH.

4. TunepruiacTu4ecKuii — 0OYCJIOBJIEH TIOSIBJIEHUEM | TIPOJIU-
depanmeit B opranu3Me OMyXOJEBBIX KIETOK TeMOTIO9TUIECKOT
TKaHU.

[ToMUMO OCHOBHBIX F€MaTOJOINIECKUX CUHIPOMOB TIpH 3200-
JIEBAHUSX KPOBHM M KOCTHOTO MO3ra MOTYT UMETh MECTO U JIpyTHe
KIUHAYECKTE CUHIPOMBL:

5. CuHpoM remMosin3a — 06y CJIOBJIEH MOBbINIIEHHBIM PACIIAIOM
PUTPOIIUTOB U YCKOPEHHBIM (QKCETIEPUPOBAHHBIM ) 9PUTPOIIOIZ0M
BCJIE/ICTBME YKOPOUEHUS TTPOJIOJIKUTEIHBHOCTH KU3HU KPACHBIX
KJIETOK KPOBH.

6. Cunznpom geduiura xxenesa (CUAEPOINEHUIECKUN CUH/I-
pom).

7. CUHAPOM Teperpy3Ku skee3oM (CUIepoaxpecTUdecKuil
CUHJIPOM).

8. CUHIPOMBI KeTyI0YHO-KUTIIEYHbIX HAPYIIIEHU N U TOJIMHEeH -
pomnaTuu, CBsA3aHHble ¢ anemueil u gepunurom surtammuna B,,.

3.1. AHeMMNYeCKUN CUHOPOM

AHeMUUYeCKUIT CHHIPOM, WU «MAJOKPOBUEY, aHEMUS, — 3TO
MAaTOJIOTHYECKOE COCTOSTHIE, KOTOPOE MOKET OBITh OXapaKTePU30-
BaHO OJIHUM W3 TPeX MOoKa3aTesel KINHUIECKOTO aHAN3a KPOBH:
conepskanrem remornobuna (HGB, Hb), Besmmunnoii rematokputa
(HCT) u xonuuyecrsom apurporuros (RBC) B equnuie ob6bema
kposu. [laTodusnosornyecknm cieicTBIEM aHEMUH SBJISETCS Ha-
pylLIeHHe TpaHCIopTa AblxaTelbHbIX razos (O, u CO,) oT jerkux
K OpraHaMm, TKaHsIM, KJIeTKaM opranusma u obpatno. Hemocpec-
TBEHHO (DYHKIIUIO TIEPEHOCUMKA JBIXaTEJIbHBIX Ta30B BHITIOJIHSIET
reMorsio6uH. [ToaTomMy (hakT HATMUMST AHEMIY 1 CTETIEHD €€ TSKECTH
MPUHSITO OIPEENSTD 110 YPOBHIO TeMOTIO0MHA.
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B cootBerctBuu ¢ kputepusimu BO3, aHeMUI0 y JKeHIIUH 1a-
rHOCTUPYIOT Ipu cHuzkenun Hb menee 120 r/i1, y MyKunH — MeHee
130 r/x1. Y GepemeHHbIX sKeHIMH Tocse 20-ii He/ieJn aHeMHUIO yC-
TaHABJIMBAIOT IPU YPOBHE reMoriobnna Hske 110 /01,

CHUMIITOMATHKA aHEMIH MOKET ObITh BeECbMa PasHOOOPa3HOIL.
CaMBbIM 3aMeTHBIM, BUITUMBIM Ha I71a3 TPU3HAKOM aHEMUU STBIISETCST
6JIETHOCTD KOKH (BKJIFOYAsI J1aJIOHN, HOTTEBBIE JIOJKA ) M CIIU3UCTHIX
(B 9aCTHOCTU KOHBIOHKTHUBHI TJI1a3, TOJIOCTH PTa). BIeTHOCTb KOXKI
U CJIM3KUCTBIX 00YyCJIOBJIeHA CHIKeHneM cojep:kanust Hb B aput-
poTUTaxX U/UIN CHIKEHNEM KOJMIECTBA IPUTPOIIUTOB B eMHUIIE
oO6beMa KpoBH. [eMOryIoOMH NMEET asyto OKPacKy U 00y CJIOBIMBAET
AJIBIH TIBET IPUTPOITUTOB U KPOBH B IIEJIOM.

OCHOBHBIM MEXAaHU3MOM PAa3BUTUS CUMIITOMOB aHEMUH SIBJIS-
eTCsI TUTIOKCHSI OPTaHOB, TKaHel U KiIeToK opranuama. Ona 00yc-
JIOBJIEHA TTaJIeHUEM CIIOCOOHOCTH KPOBU TPAHCHOPTHPOBATD [IbI-
XaTeJTbHBIE Ta3bl — KUCJIOPO W YTJIEKUCIBIN a3 — M3-3a HU3KOTO
coziepsKaHus reMoro01Ha.

Ot aneMU4eCcKO TUTTOKCUT B TIEPBYIO OUEPE/Tb CTPAZAIOT IIEHT-
pasibHasi HEPBHAs CUCTEMA M HEPBHO-MbIIIeuHbIil armapat. [Iposis-
JIEHHEM 3TOTO MOTYT ObITh TOJIOBHBIE OOJIH, TOJIOBOKPYKEHUSI, Ty M
B yIIIaX, OIIYIIeHe MYIIeK Tepejl IJiazamMu (CKOTOMBI ), BOSHUKHO-
BeHre 0OMOPOKOB, TIOBbIIIEHHAs COHJIUBOCTD JHEM, OeCCOHHUIIA
HOUbIO, HAPYIIIEHNE AKTUBHOCTU MbICJIUTEJIBHOMN JIesITeJIbHOCTH,
HaMATH, a TaKKe pasJndyHble TPU3HAKK MbIIIEYHON c1abocTu.
[TarnreHTHl YacTO KANYIOTCST HA HEMOTUBUPOBAHHYIO CJ1ab0OCTh U
ycTanocTb. OMHOBPEMEHHO MOTYT UMETh MECTO 3aTPyAHEHUS TPU
TJIOTAHUU CyXOii nuiiy (HeoOXOANMOCTb 3alMBaHKs BOJION ), IPH
MPOTIATBIBAHUN 30H/IOB.

AnemuuecKkasi TUTIOKCHSI HEraTUBHO CKa3biBaeTCs Ha Tpouke
TKaHell ¢ BBICOKOI pereHepaTUBHON aKTUBHOCTRIO. [Ipeskie Bcero,
9TO KACAETCs AMUTEUATBHBIX KJIETOK KOYKU U €€ TIPUIATKOB,  TAKIKE
CU3UCTOH JKeTyTOUHO-KUIIIEYHOTO TPaKTa. B aTUX TKaHIX pa3Bu-
BafoTcs arpodudeckue mpoiiecchl. 1o aToM nMpuUuKHe 1pyu aHeMUU
BECbMa YaCTO BCTPEUYAIOTCS CYXOCTh KOXKH, HApyIIIeHNe ee 3J1acTHy-
HOCTHU U TyPropa, JJOMKOCTb HOTTEH, BBITIaJIeHIE BOJIOC, aTO3HbII
CTOMATUT, XeWINT, TJIOCCUT, TACTPUT C HAPYTIEHUEM CEKPETOPHON
bynknuu. B renese sTux naMeHeHuil, Kak MPaBUIO, yIacTBYET,
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HapsIy ¢ TUTIOKCHUeEH, ente U Aedunut kesuesda. [Ipu pmurenbHol,
TSKETON aHEMUT MOKET HaCTyMaTh aMeHOpes.

AHeMUsI COITPOBOK/IAETCS KOMIIEHCATOPHOU rutiepdyHKIneit
CEPIIETHO-COCYIUCTON U IBIXaTETbHON CUCTEM C TIOSIBJIEHUEM TaKITX
CUMIITOMOB, KaK cep/iiiebuene (TaxuKapanst ), ITOBBIIIEHWE MYJIb-
COBOTO JIaBJIEHUsI, OJIbIIIKA TIPK (HuU3ruecKoii Harpyske. OcobGeHHO
BBIPAJKEHHBIMU 3TU CUMIITOMBI CTAHOBSITCSI Y TTOXKUJIBIX JIIO/IEN B
CBS3U € YaCTOM COIMYTCTBYIOIIEH MAaTOJIOTHEN CO CTOPOHBI CepIia
U JIETKUX. Y TTOKUJIBIX aHEMUST MOKET TIPOSIBJISITHCS, TIPEK/IE BCETO,
yJalieH1eM IPUCTYTIOB 3arPyANHHBIX O0J1eit, 60J1eil B MUKPOHOMKHBIX
MBIIIIAX PU XOb0E, YCUJIEHUEM OIBIIIKH, PA3BUTUEM OTEKOB, YCY-
rybJieHreM cepiedHol Hel0CTaTOUHOCTH.

Heub3st Ha3BaTh KOHKPETHBIN YPOBEHD reMOTJIOOMHA, KOTOPBIi
COTIPOBOXKIAETCS STBHBIMU MPU3HAKaMU He310poBbhs. [1pu otcyTe-
TBUM 3a00JIeBaHNI cep/illa ¥ JIETKUX HU3KUI ypoBeHb Hb mosker
JIOJITO KOMIIEHCUPOBATHCSI TIOBBIIIEHHO PabOTON 3TUX OPraHOB.
[ToaTomy s10CTaTOYHO YaCTO BCTPEYAIOTCS MOJIOJbIE JKEHIIUHBDI,
noJaratonue, 4to remorao6un 100 r/i1 — 9T0 He MaTOJIOrHYECKoe
COCTOSTHHE, ITPU KOTOPOM TPeOYETCsT yCTAaHOBJIEHHE HO30JI0TYeC-
KOTO JIarHo3a aHeMUM, a YHUKaJIbHash 0COOEHHOCTh UX OpPTraHK3-
Ma. MoJiojible TaleHTKH MOTYT ObITh aaliTHPOBAHbl K aHEMUU 1
COXpaHATh PabOTOCIIOCOGHOCTH Aaxke TpH Iudpax reMoraodnHa
80—70 r/s. C BO3pacToOM MOPOT YyBCTBUTEIBHOCTH K aHEMUU T10-
HIKaeTcs.

DaxT aHeMUU CJIY;KUT OCHOBAHUEM JIJIsT KOHCTATAIIUH TTATOJIO-
TUYECKOr0 COCTOSTHUSI, TPEOYIOIIEro YCTaHOBIEHHS HO30J10IHYeC-
KOT'O /IMAarHO3a C BbISIBJIEHUEM TIPUYUHBI PA3BUTHSI AHEMUM, €CIIN
TaKOBasi MOKET ObITh OIpe/le/ieHa.

3.1.1. I[IpUHUHIIbI KAACCH(DHUKALUHNH aHEMHUHU

YcranoBiienre HO30JI0THYECKOTO IMATHO3a AHEMUH TTPE/IITO0JIA-
raet iuddeperupoBaHe aHEMUHU 110 BCeM KIacCu(GUKAITMOHHBIM
MPU3HAKAM:

1) mo Mmopdosornu SpUTPOIIUTOB,

2) creneHy TAKECTU aHEMUH,

3) pereHepaTopHOil aKTUBHOCTU KOCTHOTO MO3Ta,

4) TUITY 9PUTPOTI0I3A,
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5) BeyIeMy MaTOTeHETUIeCKOMY MEXaHU3MY BOSHUKHOBEHUST
AHEMUT.

B otredyecTBeHHOI TeMaTOJIOTHYECKOM IITKOJIE /10 ITUPOKOTO BHEJI-
PEHMST AaBTOMATHIECKIX TEMATOJIOTHIECKUX aHATTN3aTOPOB IOMUHU-
POBaJI MaTOreHeTUIeCKHii IPUHIUI B TP PepeHIaibHol Tuardoc-
THKe aHeMMii. B cOOTBeTCTBIN ¢ HUM, BCe aHEMUN 110 MEXaHNU3MY UX
BO3HUKHOBEHUSI TI0/IPA3IEJISIOT HA CJIE/YIOIIe BUJIbL:

1. AHeMUH BCceICTBUE KPOBOTIOTEPH (OCTPOT MJTH XPOHUUYEC-
KO ).

2. AHeMuM BCJIeJICTBUE HAPYIIEHUS KPOBOOOPA30BaHUSI.

2.1. AHeMuu, CBsI3aHHbBIE C HAPYIIIEHHEM CHHTE3a FeMOTJIO0MHA,
u apyrue geduruthbie anemun. OCHOBHBIMEI METaOOJIUTAMU JIJIst
CHHTE3a TeMOTJIOONHA 1 B II€JIOM JIJISI TEMOII093a SIBJISTIOTCSI MUK-
DPO2JIEMEHTHI, TIPEK/IE BCETO KeJIe30, 1 BATAMUHBI TPYIIIHI B — BU-
tamuH B, (kobanamun) u B, (bonmesas kucnora).

2.2. Anemun, 06y CJIOBJIEHHbBIE HAPYIIEHUSIMU KOCTHOMO3TOBOTO
KPOBETBOPEHMSI: aIlJIa3usi KPOBETBOPEHUS (AIJIACTIUECKAS AaHEMUST ),
OTTyXOJIeBasI METATLIa31s KPOBETBOPEHUS (AaHEMUS ITPH JIEMK03aX ) U
JIUCTIIIa3ust KpOBETBOPEHUS (aHEMUS IPU MUEJIOMCILIACTUIECKOM
CUHIPOME).

2.3. Aremusi, 00y CJIOBJIEHHAs! HAPYIIIEHUEM BBIPAOOTKHU 9H/I0-
TeHHOTO 9PUTPOIMOITHHA.

3. AHemMuU BCJIe/ICTBYE MTOBBINIEHHOTO KPOBEPA3PYIIEHMS WU
reMoJIn3a.

3.1. HaciieactBeHHbBIE TEMOJIUTUYECKUE AaHEMUU — BCJIEICTBIE
remMoJin3a, 00yCJI0BIEHHOTO BHYTPEHHUMHU JeheKTaMK dPUTPOIHI-
TOB: 6eJIKOB MeMOpaHbl, (hePMEHTOB MEMOPAHbI 1 TeMOrI001Ha.

3.2. I[IpuobpeTeHHbIe TEMOJUTHYECKIE AaHEMUU — BCJIEJCTBUE
reMoJIn3a U3-3a JICHCTBUS BHEITHUX MTOBPEKIAIONNX (haKTOPOB Ha
HeU3MeHEeHHbBIE 9PUTPOITUTHI.

OCHOBHBIM HEJIOCTATKOM JIAHHOU KJIaCCU(PUKAITMOHHON CuC-
TEMBI SBJISIETCS TO, YTO B TeHe3€e OHON HO30JI0THYeCKON (pOopMBI
aHEMUU MOJKET Y4aCTBOBATb HECKOJIBKO ITATOT€HETUUYECKMX MeXa-
HU3MOB. Taxk, skesnesonedurniuraas anemus (FK/IA) onnoBpeMenHo
MOSKET OBITD CJIEJICTBHEM XPOHUYECKOIT KPOBOIIOTEPH M HAPYIIEHMUST
KPOBOOOPa30BaHUsI U3-32 CHUKEHMSI CHHTE3a reMOrJIoOuHA MIPH
abCOMIOTHOM ePUITUTE JKeJIe3a.
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BropbiM HerocTaTKOM yKa3aHHOH KaaccuUKAINU SBISETCS
CJIOKHOCTD OTpeie/IeHNs] MeXaHu3Ma BOSHUKHOBEHWS aHEMUH B
ycJIoBHsiX 00Iell BpaueOHOM pakTUKu 6e3 06HIMpHOro Jabopa-
TOPHO-UHCTPYMEHTAIBHOTO 00C/IeI0BAHMSL.

CrerneHb TS:KeCTH aHEMUH — 5TO MHTErPATUBHOE [TOHSITHUE, OT1-
peiiesisieMoe He TOJIbKO YPOBHEM TeMOrI00MHA, HO U (DYHKITMOHAJIb-
HBIM COCTOSTHUEM CEP/IeYHO-COCYTUCTON U IBIXaTeJbHON cUCcTeM. 3a
OCHOBY OIIPE/IEJIEHUS CTENEHI TSKECTH aHeEMIUH KaK 3a00JIeBaHUsI
MPUHSTHI TTAPAMETPbI, UCTIOJIb3YIONINECS JIJIsI OTEHKU CTeleHel
TSUKECTH aHEMUH, PAa3BUBAIOIIENCS KakK TIPOSIBIeHEe TOKCUIHOCTH
[PU IIPUMEHEHNN KAaKUX-TO MEJIUIIUHCKUX (JIEKAPCTBEHHBIX ) TEX-
HoJioruii (tabu. 3.1).

Tum aneMWu B 3aBUCMOCTH OT pereHepaTOPHON aKTUBHOCTH
KOCTHOTO MO3Ta OTIPE/IeJIIIOT TI0 YPOBHIO PeTUKyIonuToB. Hop-
MaJIbHOE KOJIMYeCTBO PeTUKYJI0IUTOB — 0,5—2,0% (mimm 5—20%o0)
B niepecuere Ha 100 (1000) spuTpoOIUTOB IIPH HOPMATHHOM OOIIEM
KOJINYECTBE SPUTPOIUTOB B efinHUIE 0ObeMa KpoBH. B HacTosiiee
BPEMsI C TOSIBJIEHIEM aHAIM3aTOPHOIO TocYeTa abCOTIOTHOTO KO-
JINYEeCTBA PETUKYJIOIUTOB IPE/IJIOKeHA KHHETHYeCcKast Kiaccudu-
Kamus anemuii. B cooTBeTCTBUM ¢ Hell aHeMWH TTO/IPA3IeNIIoT Ha
rUIopereHepaTopHble U pereHeparopubie (tabi. 3.2).

Tun apurpomnossa onpeaensdioT o MOPQOTOTHH SAPOCOIEP-
JKANIUX TPE/IIIECTBEHHUKOB PUTPOIUTOB B Ma3Ke KOCTHOTO MO3-
ra. [Tpu GoJIbIIMHCTBE aHEMUI COXPaHSIETCss HOPMOOJIACTUYECK T
PUTPOIINI3, T.€. AIPOCOIEPIKAIINE IPUTPOUIHBIE IPEIITECTBEHHN -
K1 UMeoT 00bIuHY 10 Mopdotoruio Hopmobaactos. [Tpu gedunmre
BuTaMuHa B, nin dosmeBoii KucaoThl pa3BuBaeTcs Merasobac-

Tab6auma 3.1

Crenenu Ts:KeCTH aHeMHH 110 Kasie KkpurepueB HanuoHnaasHOTO
HHCTHTYTa N0 udyyenuto paka (Kanaza)

Crenenb aHeMuu Hb, v/
1 — merkast 120 (OK) /130 (M) — 100
2 — cpenHss WIN yMepeHHas 99-80
3 — TspKeast 79-65
4 — JKU3HEYTPOIKATOIIAsT <65
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Tabanuma 3.2

Kunernueckast KJIaCCI/I(l)I/IKaI.lI/Iﬂ aHeMui

lunopereneparopubie aneMun | PereHepaTopHble aHeMun (PETHUKY-

(perukysonutos <50,0x10°/r) gortoB >100,0x10° /1)
Anutactiuueckast aHeMust TemosuTHuecKe:

Yucrast KpaCHOKJIETOUHAsT UMMYHHBIE

aTIasus

MI/IQJIOHI/ICHJIB.CTI/I‘{CCKI/IB CHH- HEMMMYHHDIE:
APOMbI HacCJIe/ICTBEHHbIE: MeM6paHOHaTI/IH,
CEPIOBUAHOKJIETOYHAA aHEMU,

UIATHBIE AaHEMU:
Aecprn € ane TasacceMust, GepMEHTOIATHH,

KeesofleuIUTHA reMOTJIOOMHOIIATHH;
BUTaMuH B, ,-nepuiurhas mproOpeTeHHbIE: TTAPOKCU3MATD-
bonuesoneduImTHAS Hast HOYHAs TeMOTJIOONHY DU,
W uduibrpanust KOCTHOrO MO3- JIEKapCTBEHHbIE, MUKPOAHTHOTIATU -
ra, Mmuesiobuodpos YecKue, TIPH THIEPCILIEHI3ME

AHeMust XpOHUYECKOTO BOCIIA-
JICHWS

Camkenne nmpoaykiuu sputpo- | [loctremopparuyeckast anemust
MO3THHA

THBIM MJIM CMELIAHHBII HOPMO-Meraao0/1acTHBII SpUTpoross. Me-
rajiob1acTaMi Ha3bIBAIOT sIIPOCOJIEPIKAIIIE SPUTPOUIHBIE TIPE/I-
IIECTBEHHUKI 0COO0TO BUIa (KPYITHBIX PasMepOB, ¢ 6a30(hUIbHOI
IUTOIIA3MOMN, KPYTJIBIM, TIEHTPAJIBHO PACIIOJNIOKEHHBIM KPYITHBIM
SIZIPOM C HEJKHOCETYATHIM XPOMATUHOM ), BO3HUKAIOIIUE U3-32 Jle-
¢dexros cuntesa JIHK u PHK npu nedunure sutammuna B, nim
(omeBoi KUCIOTHI.

Inasuast posb B gudbdepeHnnanbHoil TUArHOCTHKE aHeMUN
npuHa/IeskuT Mopdgoaoruyeckoii kiaccudukamuu anemuii. Mop-
(hosornyeckuii THII AHEMUU ONPEJENIIOT B 3aBUCUMOCTH OT Tpe-
00J1aj1aoIero pasmMepa apUTPOIUTOB U CTENEHN HACHIIECHUS UX
reMorsio6uHOM. B Maske neprdeprueckoii Kposu (TP MaHyaTbHOM
aHaJIM3e KPOBM ) Bpau-1ab0paHT OTMeYaeT aHU30INUTO3 (Pasindust
HPUTPOIUTOR 10 BEJIMYIHE ) U TPE0OIAIAIONIIIT Pa3MepP SPUTPOITH-
TOB (HOPMO-, MUKPO-, MAaKPOITUTO3), a TAKKE CTETIE€Hb HACBITIEHU

93



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

SPUTPOIUTOB TeMOTI06MHOM (HOPMO-, TUIIO-, TUIIepXpoMuio). Ilpu
AHAIM3aTOPHOM HCCIEOBAHUN KPOBU aBTOMATHYECKU PACCUUTHI-
BatoTcs aputponuTapubie unjgexcst MCV, MCH, MCHC, RDW
(HOpMaJTbHbIE BETMYMHBI KOTOPBIX U KIMHIYECKOE 3HAUEHIE TIPE]T-
cTaBJIeHbI B TIpuJioKennu 1).

B 3aBucumocT oT MOpGhOJIOTUH 9PUTPOIIUTOB PA3IMUIAIOT CJTe-
JIyTOTIIMie TUIIBI AaHeMUIL:

* MUKPOITUTapHas HOpMO-, runtoxpomHas (MCV<80);

* HopmoilutapHas Hopmoxpomuas (MCV 80-100);

* MakpoIuTapHas HopMo-, runepxpomHas (MCV>100);

* cchepormTapHasi.

3.1.2. Aaroput™m audppepeHuHaabHON
AHUArHOCTHKH MHUKPOLUTAPHbBIX aHEMHH

MukporutapHaas aHeMHsI — 3TO aHEMUS, COTTPOBOKAAOIIASCS
yMeHbIlleHneM pasmepoB aputporutos (MCV<80).

IPUTPOLIUT, KaK y5KE TOBOPHUIIOCH, 3TO Oe3bsiiepHast KJIeTKa,
uMmeroriasi Gopmy JBOSKOBOTHYTOIO JIUCKA W 3aII0JTHEHHAS TEMO-
rio6unoM. EquHcTBenHoil IpuanHoi, 00ycaaBanBalonieil yMeHb-
HIeHNe pa3Mepa IPUTPOIUTA, SIBJSETCS CHUKEHUE COIePKaHUST B
HEM TreMOrJI00nHa.

[TpocreTryecKoil rpyInoi B TeMOTIOOUHE SABJIsSIETCST 0cobast
MUTMEHTHAS TPYTITIA C XAMUYECKIM 9JIEMEHTOM KEJIE30M — «TeM».
BeskoBast 4acTh MOJIEKYJIBI HOCUT Ha3BaHUE <«TJI0OMH». TeMorio-
OUH — TeTpamep: COCTOUT U3 YEThIPEX OEJKOBBIX CYyObeAUHUIL.
¥ B3pOCJIOTO YesI0BEKA OHU MTPE/ICTABJIEHBI OJUTIENITUIHBIMU 11e-
mamu ol, a2, Bl u B2.

Iem npexcrasiser co6oil KoMiLiekc mporonopdupuna IX, orHo-
CAIIErocs K KIaccy MopGUPUHOBLIX COTMHEHWH, C aTOMOM >KeJie3a
(1I). Monexyma kucaopoa pucoeaMHSIETCS K aToMy sKese3a. Beero
B TeMOTJIOOMHE YEThIPE YIaCTKa CBSI3bIBAHUST KUCJIOPO/IA, T.€. OTHO-
BPEMEHHO MOKET TPAHCIIOPTUPOBATHCSI €T0 YETHIPE MOJIEKYJIbL.

C y4eToM CTPYKTYPbI FeMOTJIOGHUHA BBIIEISIOT HECKOJIBKO IIPH-
YUH HAPYIIEHUS ero CHHTe3a U, COOTBETCTBEHHO, BUIOB MUKPOIIU-
TapHbIX aHeMuil (Tabu. 3.3):

1) nedumut xenesa (comep:kaHue Keje3a B CHIBOPOTKE KPOBU
CHIZKEHO), KOTOPbIil MOJKET ObITh aOCOIOTHBIM ¥ BBI3BIBATH Pa3-
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BuTHe xeqneszonedunnTHoi anemun (JK/{A) nan oTHOCUTETBHBIM
[PU aHEMKU XPOHIYecKuX 3aboseBanuii (AX3);

2) nedekT cunresa nopdupuHa (coaep:kaHue keje3a B CbIBO-
POTKE KPOBHM MOBBITIEHO ), KOTOPBII MOXKET HOCUTH HACJIEICTBEHHBIT
xapakrep (HacjecTBeHHAs CUAePoOIACTHASI AHEMUST ) UJIH IPUOO-
peTeHHbIi (OTpaBJieHNEe CBIHIIOM );

3) nedexT cunTesa GENKOBBIX Iieleil raobuHa (comeprKaHme
JKeJie3a B ChIBOPOTKE KPOBM HOPMaJIbHOE ), BOSHUKATOTIUH TTPN Ma-
Jioi (rerepo3urotHoit) B- naun o-ranaccemun 1 HbE-, HbC-remo-
TJIOOMHOTIATHSIX.

C y4eToM 4acTOThl BCTPEYAEMOCTH PA3JIMIHBIX MUKPOIIUTAPHBIX
anemuii B PO o6bem anddepeHnnanbHoil AHAarHOCTHKY B CTydae
BbIsiBIeHNS aHeMun ¢ MCV Menee 80 mpakTHYECKH OrpaHUYEH JKe-
Jie301eUIUTHON aHeMKel 1 aHeMKel XPOHUYeCKUX 3a00JIeBaH Uil
[TaTtoreHeTnueckue pasanumst MEKIY HUMU 3aKJII0YAI0TCS B TOM,
uro mipu JK/[A iMeer MecTo abCOMIOTHBII AeDUIINT Kee3a, a pu
AX3 — Kak mpaBuJI0, OTHOCUTEIbHBIN. [ToceiHmiT BOSHUKAET 1Tpr
3ab0JIEBAHUSIX C XPOHUYECKUM BOCTTAJIEHUEM B Pe3yJibTaTe N30bITKA
CUHTE32 ITPOBOCHATMTEJbHBIX IMTOKUHOB (MHTepeiikuna- 1, hax-
TOpa HEKPO3a OMyX0Ju, nHTephepoHa-TaMMa) U TOPMOHA TeTICH/TN -
Ha, 3AIMPAIOIINX JKeJIe30 B MaKpodarax peTuKyJI09H/[0TeTUATBHON
CUCTEMBI. DTO OTPAHNYNBAET MOCTYTIJIEHHUE jKeJie3a B KOCTHBIN MO3T
Ha HYXK/Ibl 3PUTPOII0I3A.

YHuBepcasbHBIM MapKepoM, MTO3BOJSIONINM OIEHUTD 3aTTachl
JAOMJIBHOTO 1TyJIa JKeJie3a B OPraHu3Me, T.€. TOTO JKejle3a, KOTOPOoe
MOJKET OBITh HCIIOIB30BAHO HA HYKJIbI IOTIOJHUTETEHOTO SPUTPOIIO-
932, sIBJisieTcst DePPUTHH CBIBOPOTKU KPOBU. YPOBEHD ChIBOPOTOUHO-
ro deppurina (CD) menee 15—20 MKr/i1 — KpuTepuii aGCOTIOTHOTO
nedunnra xenesa u KA. [Tpu aHeMuy XpOHUUECKHUX 3200 I€BAHMI
ypoBerb CD B HOPMe, a yalile MOBBIIIEH.

B cayuasix BeisiBieHus Kak abcostoraoro (JK/IA), Tak 1 oTHO-
curesibHOTO (AX3) medunura xenesa (B 060UX CIydasix JKeIe30
CBIBOPOTKH KPOBHU CHUKEHO) HEOOXOIMMO YCTAHOBUTH IIPUYNUHY
BO3HMKHOBEHUSI IaHHBIX cOCTOSTHUIT (eM. Tabu1. 3.3). YeraHoBjIeHHE
U ycTpaHeHue MPUYMHbBI aOCOMIOTHOTO JeduInTa jKeje3a sBJisi-
etcs 3aorom uanedenns ot JK/[A. Kpaitne BaxxHO ompeniesiaTh U
npuynny AX3, moromy uTo 3a AX3 MOXKET CKPbIBATbCS OITYXO0JIb,
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ayTOMMMYHHOe 3a00JieBaHIe i 3a00J1eBaHe ¢ MUKPOOHBIM BOC-
TTaJIeHNEM.

3.1.3. Aaroput™ anddpepeHUnanabHON AHAarHOCTUKH
MaKpOLIMTAPHbIX aHEMHH

MaxkpouurapHasi aHeMusi — aHEeMUsI, COTTPOBOK/IAIONIASICS YBe-
JudenneM pazmepos aputporutoB (MCV>100).

Cy1iiecTByeT HECKOJIbKO OCHOBHBIX ITPUYMH MAKPOIIUTO3a IPUT-
POIIUTOB:

1) Meramob1acTHBIN 2PUTPOTIOD3;

2) U30BITOUHOE KOJUYECTBO MOJIOBIX HPUTPOIIUTOB — PETH-
KYJIOIUTOB (TIPU TeMOJIn3e WU OCTPOU KpoBomoTepe) B miepude-
PUYECKOI KPOBU;

3) aucniasust KpoBETBOPEHUS (MUETOANCIIIACTUIECKUAN CIH-
npom, MJIC);

4) MeTabosinvecKrie HapyIieH!sl, B TOM YHCJIe CBSA3BaHHbIE C
U30BITOUHBIM HAKOIJIEHKEM TeMOTJIO0MHA B 9PUTPOIUTE (XPOHU-
yecKast 00CTPYKTUBHAsI O0JI€3Hb JIETKUX, HHKOTHHU3M ), THIIOTHPEO3
U JIp.

[Tpu makpormrapuoit anemun (MCV>100), umerorreit Hopmo-,
TUTIOpETeHepaTOPHBIN XapakTep (KOJINYECTBO PETUKYJIOIUTOB B
HOPMe WJIH CHIKEHO), HeoOxoauMo auddepennnposats B, ,- wim
(hosreBoIeUITMTHY IO aHEMUH, COTIPOBOKIAIOIIECS METao0ac-
TUYeCKUM 3puTpomnoas3oM, 1 M/IC, mpu KOTOpOM MaKpOIUTO3 C
HAJINYUEM Merajo0JIacTHYeCKUX YePT CIYKUT MPOSIBJIEHUEM JINC-
rasuu kposerBopenust (tabur. 3.4). Ilepsbiii mar B quddepen-
IUAJTbHOM TMAarHOCTUKE TIPU JIOCTYITHOCTH METOJI0B MMMYHOMDEep-
MEHTHOTO aHaJIi3a — Olpe/ie/leHne KOHIleHTpaluy ButamMuia B, n
(honmeBoit KUCIOTHI B CHIBOPOTKE KPOBU. CHIKEHNE KOHIIEHTPAITTT
OJTHOTO M3 9TUX METabOJUTOB HPUTPOTIO3A ABJSIETCSI OCHOBAHU-
€M JII1 yCTaHOBJIEHUs uarnosa B,- wim donmesopedunmnroi
aHEMUW U JaIbHENIIEro 00CIe0BaHUSI [IJIsl YTOUHEHUST TPUYHbI
nedunura. Coyerannpiii gepuniut 060ux MeTaboJUTOB — PEAKOE
COCTOSIHUE, UMEIOTIEE MECTO B CIyUasiX aHEMUU, CBSI3AHHOM € CUH-
JIPOMOM MaJsibabCcopOIHH.

Hopmanbhas konuenTpauus sutamuna B, u honmesoii kuc-
JIOTBI B CBIBOPOTKE KPOBU CJIYKUT OCHOBAHUEM JIJIST OCYIIECTBIIE-
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HUST ITYHKI[UH KOCTHOTO MO3Ta, TPEIaHOOHOIICHH C 1IEJTBI0 YCTAaHOB-
JieHusT MOP(OTOTHIECKUX TTPU3HAKOB IUCTIIIA3UN KPOBETBOPEHUST
U MOBBINIEHHOTO KOJIMYECTBA GJACTHBIX KJIETOK, YKA3bIBAIOIINX
na Hammane M/[C. Kpome Mopdosorniyeckoro nccieroBanus
KJIETOK KOCTHOTO MO3Ta, IIpu rnocranoBke auarsosa MIC 1eo6-
XOIMMO ITUTOTEHETIYECKOE NCCIEeI0OBAHIE METOIOM CTAaHIAaPTHOMN
IUTOTEHETUKH C 11eJIbI0 BBISIBJICHUS KJIOHAJBHBIX XPOMOCOMHBIX
aHOMaJIn.

[Tpu makporurapuoi anemuu (MCV>100) runepperenepa-
TOPHOTO XapakTepa (KOJIMYeCTBO PETUKYJIOIIUTOB TTOBBITIEHO ) v -
(bepennmranbHas UAarHOCTUKA MPEAINOJIATAET BbIIBJIECHUE OCTPOI
MOCTTEMOPPATUUECKON MJIN TEMOJUTIHYECKON aHeMUH, NMETOTIIUX
HOPMOOJIACTUYECKUN IPUTPOIIOD3.

3.1.4. Aaroput™ anddpepeHuHanbHON AHAarHOCTHKH
HOPMOLIMTAPHbIX aHEMHH

I10 camast Gosiblitast rpymnia aneMuii. JIobast aneMust, BKJIodast
xesesogeunuryio u B ,- unu onmesonedunnTayo, MOKeT OBITh
HOPMOIMTaPHOIi, 0COGEHHO B j1ebroTe.

[Ipu ycraHoBjieHUU HOPMOIIUTAPHOTO XapaKTepa aHeMUU
(MCV 80—-100) nepBbiM auddepeHInaabHO- THaTHOCTUIECKUM
IITaTOM SBJISIETCS OIIEHKA YPOBHS PETUKYJIONUTOB (puc. 3.1).

B cayyae nx MOBBINIIEHHOTO COEPKAHUS C YIETOM JIAHHBIX
aHAMHEe3a, a TAKJKE TECTOB, MOITBEPKIAAIOIINX UJIH OTIPOBEPTAIOIINX
reMoJin3, cireayeT auddepeHImpoBaTh OCTPYIO ITOCTTeMOpparnyec-
KYIO ¥ TeMOJTUTUYECKYIO AaHEMUH.

[Ipn HOpMaAZTbHOM WJIN CHUKEHHOM YHUCJIE€ PETUKYJIOIUTOB
HY;KHO UCKJIIOUUTH MATOJOTUIO SHIOKPUHHBIX OPraHOB, TEUEHH,
MOYEK, a TaKKe OMPE/IEJINTh YPOBEHB JKeJie3a B ChIBOPOTKE KPOBU.
[Ipu moaTBEpKAEHUY TATOJOTUY YKA3AHHBIX OPTaHOB BO3MOXKHO
yCTaHOBJICHUE aHEeMUH, 00YCIOBJICHHON TaHHBIMU 3a00JIeBaHN-
SIMU.

[Ipu HeraTHBHOM CKPUHWHTE Ha SHIOKPUHO-, T€TaTO-, Hepo-
MATUIO U CHUKEHHOUM KOHIIEHTPAIIUK JKeJie3a B CbIBOPOTKE KPOBU
nampHeias ruddepeHimarbHas IMarHoCTIKA TPOTEKAeT MEXKITY
KA n AX3 nocpenctBoM ompesiesieHus: KOHIleHTparuu dbeppu-
THHA B CBIBOPOTKE KPOBU.
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| HopmouuTapHas aHemus MCV 80-100 |

/

PereHepatopHas

/

N

\

FwnopereHepaTopHaﬂ

/

N

lemonuTnyeckas OcTtpast CKPVHWHT Ha naTomnoruio Xeneso B
aHemusi noctremopparuyeckas BHIOKPUHHbIX OpraHoB, CbIBOPOTKE
aHemusi noYyek, nevyeHn KpoBY
Anemus npu | | AHemus npw || AHemus npw || HeT natono- B Hopme
3HIOKPUHO- 3abone.a- 3abonesa- || rMu AaHHbIX unm CHwKeHo
naTusix HUW NoYeK || HUKM neveHn opraHoB NoBbILLEHO
(XIH)
nadiVAN
AcnvpaumnoHHoe XKOA AX3
n/vnn éuoncuiiHoe
nccrneposaHne
KOCTHOro Mo3ra

Y

Annaswus kpo- Metannasus kpoBeTBOpE- Mwvenogmc- “MackupoBaHHas”
BETBOPEHUS: HUSI: aHeMusi Npy OCTPOM nnacTuyeckmit MeranobnacTHas
annacTtuyeckas nemnkose, TEpMUHAIbHOW CUHAPOM aHemust
aHemusi CTaun XPOHUYECKNX
nenko3oB, Mnenoguo-

pose, MHOXECTBEHHON
Muenome, metacrtasax
paka B KOCTHbI MO3T

Puc. 3.1. Anroput™ auddepeHnmanbHONi AMAarHOCTUKNA HOPMOTTUTAPHBIX
aHeMuii

B caryyae HopMaTbHOTO MM TIOBBITIIEHHOTO CO/IEPIKAHMS Ke-
Jie3a B CBIBOPOTKE KPOBU B T€HE3€ AaHEMWU CJIE/IyeT UCKIIOUUTh
HapYyTIEHS KOCTHOMO3TOBOTO KPOBETBOPEHNS BCJIC/ICTBHUE ATlITA3UHN
(anyactraeckast anemMus ), Metanasun (MHQUIABTPAIUS KOCTHO-
ro Mo3ra npw Jieiikosax, Jumdomax, Muesohudpose, Meracrazax
OTIyXOJiell B KOCTHBIN MO3T), nuciuiazuu KpoBetBoperusd (M/IC).
Haxowerr, MoskeT HAOTIOATHCS «MAaCKUPOBAHHAS» METaI00IacTHAs
anemus (Butamun B, - umu gonnesonedunurnas).
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B ciryuasix couetaHusi aHEMHH C TSIKEIOM TPOMOOIIMTONIEHHEN
WM HEHTPOIIeHel MoKa3aHo MpoBeIeHue TyHKIUU 1/ Wi O1o-
[ICUM KOCTHOI'O MO3ra.

3.1.5. [lepBad MeANLIMHCKaA MOMOLLb ITPH aHEMHH

Brisinienue anemMun B KJIMHUYECKOM aHAJU3e KPOBU CTABUT
nepeJ| BpauoMm Jiio0oii crienuagbHOCTH 3a4auy yCTaHOBIEHNUs HO-
30JIOTMYECKOTO IMArHO3a U OCYIIECTBIICHUS JIeYeHUst 3a00JI€BaHMsI.
TosbKo TakuM 06pPa3oM MOKeT ObITh pellieHa podyemMa reMorJio-
OGUHOBOTO 3/I0POBbST HACEJIEHHSI HAIIEH CTPAHBI.

Hosonornyeckue popmbl anemuii, Hanbojiee 4acTo BCTpeda-
fotecst B 0011eit BpaueOHOM TipakTrKe (110 YMEHbIIEHUIO YacTO-
TBI):

1) :xenesonedurnTHAST AHEMUST;

2) aHeMust XPOHUYECKUX 3ab0seBaHuii (IPY PEBMATOUIHOM
apTpUTe, CETICUCE, OMYXOJIEeBbIX 3a00IEBAHUSIX, BKIOYasT XUMKIO-
TEparnwui);

3) aHeMUs [IPU MATOJIOTHY TledeHu (IUppo3 neyern) / 3a60-
JeBanusx rnovek ¢ XITH / npu angokpuHonaTuax (caxapHblii 1ua-
oer);

4) MUeJIONNCTLTACTIYEeCKUI CUHIPOM: pedppaKkTepHas aHEMUS
6€e3 KOJIbLEBUIHBIX CUAECPOOJACTOB WU ¢ HUMU / pedpakTepHast
[IUTOTIEHNS C MYJIBTUJINHENHON TucIIa3ueii / pedppakrepHas aHe-
MM € U30BITKOM OJIACTOB;

5) aHeMUsI IIPU OCTPOM JIEHKO3€, MHOKECTBEHHOI MUETIOME, B
TEPMUHAJIBHOM CTaINN XPOHUUECKUX JIEHKO30B;

6) B,,-nedunurHas aneMus BCJIEACTBUE ay TOMMMYHHOTO (at-
pOo(UIECKOrO racTpuTa), FaCTPIKTOMUH, TJIUCTHBIX NHBA3WM, an-
MeHTapHast (He0CTaTOK OEJIKOBOTO IIUTAHUS, BEr€TapUaHCTRO);

7) donueBonepuUIUTHAST aHEMUSA Y MOXUIBIX, BCAENCTBAE
npueMa JeKapcTBEHHBIX MTPenapaToB ¢ aHTU(MOTATHBIM JICHCTBU-
eM (cyabhaHuIaMuIHbIe TYOEPKYJIOCTaTUKK, OapOUTypaThl, Me-
TOTPEKCAT);

8) ayTouMMyHHAasI TeMOJIUTUYECKASI AHEMUSI C TEILJIOBBIMU ar-
TJIIOTUHUHAMU;

9) macnencTBeHHBIHN cheponInTO3;

10) x0J10/10Bast TeMarrIOTUHUHOBAsE OOJIE3Hb.
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B sToM criricke oTcyTCTBYeT ocTpasi MOCTreMopparuyeckast
aHeMUs, TaK KaK OHA OOBIYHO CTAHOBHUTCS MTOBOJOM JIJISI JIEUEHUST
O/IHOMOMEHTHO C YCTPAaHEHUEM IPOIlecca, BbI3BABIIETO OCTPYIO
KPOBOTIOTEPIO.

[Tpu ycraHOBJIEHUM HO30JIOTMUECKOTO /IUArHO3a aHEMUU CJle-
JIyeT TIOMHUTD:

1. Hacrora JK/[A comocraBuma ¢ 4acTOTOI aHEMUN XPOHUYEC-
KuX 3a60JIeBaHNI.

2. ledpunut MeTaboaUTOB SPUTPOIIOI3a (Kee3a, BUTAMUHA
B,,, osmeBoii KNCIOTHI) MOKET OBITH KAK HEIIOCPEICTBEHHOM MpH-
YIHOI aHEMUH, TaK ¥ COMPOBOK/IATh aHEMUIO TIPH 3a00JIEBAaHUSIX
HeYeH , MoYeK, SHAOKPUHONATHAX ¥ CUCTEMHBIX 3a00JIeBaHIAX
KpoBH (Jiefiko3ax u JuM@omax).

B cBa3u ¢ BeINIeckazaHHbIM, 3a7a9n AudepeHnnaabHOT
JIMATHOCTUKY U JIeYeHUs aHeMUil B 001ieil BpaueOHOI IIpakTUKe
CIIeyToTue:

» Koncraraius aHeMruu KaK MaToJOTUUYeCKOTO COCTOSTHUS TIPU
BBISIBJIEHUM B aHa/IM3€e KPOBU reMorysobuna uiske 130 /71y MysK-
uuH, HUKe 120 v/ y skennus, Huke 110 /1 y 6epeMeHHBIX BO
BTOPOI TIOJIOBUHE TECTAIMH C OIPeiesieHneM MOPMOJIOrHIecKOro
TUTIA AaHEMUM 110 JJAHHBIM 3PUTPOIUTAPHBIX UHIEKCOB (MUKPO-,
HOPMO-, MAKPOIIUTAPHOIN ).

¢ O1leHKA CTENEHU TSKECTU aHeMUU. AHeMUA TKEJION CTeleHn
(Hb<80 r/xn) u, rem Goutee, kpaiine Tskenoii crenenn (Hb<65 r/n)
SIBJISIETCS TIOBOJIOM JIJISI TOCITMTAIM3AIMU B CTAI[MOHAD (Teparies-
TUYECKOE, XUPYPIUUECKOe WM PEaHUMAIIMOHHOE OT/IeJIEHHE) 110
MECTY JKUTEJIbCTBA.

* Heszame yiuresibHast KOHCYJIBTAIMST C BPAYOM-T€MaTOJI0rOM
HOCJIE TOCTTUTAIU3AIMI GOJIBHOTO B CTAIIMOHAP 110 MECTY JKUTEJIb-
CTBa B CJIyuae BBISIBJIEHUsS B aHAJIM3€ KPOBU HapsiIy C aHeMUel
TPOMOOIMTONEHUH ¥ HEWTPOTIEHHH.

* TToaTBepsKIeHUE MK UCKII0YeHne geduIuTa MeTaboInTOB
HPUTPOIT033a ITPU AaHEMUHU Y TIAIIUEHTOB ¢ 3a00JIEBAaHUSIMU TIEYEHH,
MOY€EK, SHIOKPUHHBIX OPraHOB.

* Onpenenenne obbema auddepeHInaNIbHO-JUATHOCTHYEC-
KOTO 00C/IeIOBaHUS C MEJIbI0 YCTAHOBJIEHUS] HO30JI0THYECKOTO
JIMarHO3a aHEMUU B 3aBUCUMOCTH OT ee MOP(OJIOTUIECKOTO TUTIA.
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IIpu BoIsiBieHnu Mukporutapaoi anemun (MCV<80) rokaszano
ompeziesienre (peppuTHHA B CBIBOPOTKE KPOBH, TPU MAKPOIIUTAPHOI
anemun (MCV>100) — onpenesienne KoHleHTpauuy Butamuna B,
1 (HOJIMEeBOI KUCTOTH B CBIBOPOTKE KPOBU, TP HOPMOITUTAPHON
anemun (MCV 80-100) — omnpenenenue ¢peppuTuHa, BUTAMUHA
B,, n dommesoii kucmoThL.

* B carygae abcostoTHoro eduinta MeTaboJuTOB 3PUTPOTIOD-
3a — YCTaHOBJIEHWE AUATHO3a AeUITUTHON aHeEMUN 1 Ha3HadeHe
Tepanuu canmieMenTanyy (gobasienus) neduuTHOro MeTabo-
JINTA 3PUTPOII033A.

* YcTaHOBJIEHME U BO3MOXKHOE YCTpaHEeHUe MPUINHbBI Jledu-
rTa MeTaboInuTa IPUTPOIIOI3A.

» Habmogenue (qucnancepusaiys ) BpadyoM-TepareBToM 60JIb-
HOTO ¢ e(UTIUTHON aHeMHUeH /10 TTOJTHOTO N3JTeYCHUS.

PacripoctpaHeHHbie OMMUMOKK [TPU JIEYEHU U TTAI[HEHTOB C aHe-
MUEN B yCJTOBUAX IEPBUYHON MEIUITUHCKON TOMOIIIH:

1. Anemus snerkoii creenu (Hb>100 r/n1), BbisgBIeHHAS 1IpU
aHaJIM3€e KPOBU CJIYYAiTHO — UTHOPUPOBAHYE aHEMUU, PEKOMEH/Ia-
1[Usl Yepe3 KaKoe-TO BPeMsi TOBTOPUTH aHAJIN3 KPOBU.

2. Anemus Boipaskernast (Hb<100 r/1): HasHauyeHwe 0IHOBpe-
MEHHO TIPEIapaToB jKeJjie3a, BATAMUHOB TPYIIbl B KOpOTKUM Kyp-
coM 0e3 yCTaHOBJIEH ST HO30JIOTMYECKOT0 INarHo3a U 00C/IeI0BaHUS
Ha TIPeJIMET TIPUYNHBI AaHEMUU.

3. [lpexparmenue mprema mpemnapaTos skeseda mpu /K[ A cpasy
nocJje npupocra remorsiobuna Ha 10—20 r/i1 6e3 BocCTaHOBJIECHMS
JIETIO JKeJre3a, a TaKKe B CITydasdx cCoXpaHsionieiics (HeyCTpaHeHHOH )
XPOHUYECKON KPOBOIIOTEPH.

4. OTCcyTCTBE MOHUTOPWHTA IPUPOCTA FEMOTIIOOMHA 1 COCTO-
STHUSI JIETI0 JKeJie3a B OPraHu3Me B cirydae Teparniui peKOMOUHAHT-
HbIMU apuTponoaTuHamMu (pII10).

3.2. AMmyHoaebMLUTHBLIA UNU UHPEKLMOHHO-
BOCNanuTenbHbIN CUHAPOM

VmmyHOIEDUITUT — BeCbMa 9acTo yIOTPeOISIeMBII B HACTOSI-
niee Bpems TepMuH. [To HuM, Kak mpaBuJIo, o/IpasyMeBaloT Ipe-
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PacIoNoKeHHOCTh K MH(MEKIIMOHHBIM 3ab0sieBaHusiM. B ciyudae,
KOT/Ia Peub UeT 00 UMMYHOIe(DUITUTHOM CHHAPOME B PAMKAX OC-
HOBHBIX FeMaTOJIOTUYECKUX CUH/IPOMOB, 3TO y3Ke IIPEyCMaTPUBAET
HaJIMY¥e y MaleHTa CHMITOMOB HH(EKITMOHHO-BOCTATUTETBHOTO
npoiiecca.

InaBHOI NPUYMHOI BOBHUKHOBEHUS UMMYHO/IEMDUITUTHOTO
CUH/pOMa TIpU 3a60JIEBaHUSX KPOBU SIBJISIIOTCS] HEMTPOTIEHUST 1
arpanyJionuTos. Heirrpo bl — 9T0 OCHOBHOI BHJ| TPAHYJIOIUTOB,
peanusyonux HecrenuduiecKuii UMMYHHUTET TIOCPeICTBOM (haro-
IIMTO3a MIPEK/IE BCEro OGaKTepuasbHbIX BO30yanTeeil. O HauyaIbHbIX
SIBJIEHUSIX HEHUTPOIIEHUN TOBOPSIT IIPU CHUXKEHUU YNCJIA HEHTPO-
dbuos menee 2,5x10°/11. B coorBerctBun ¢ manubiMu Wintrob’s
Clinical Hematology kinHuuecky 3HaunMasi HEUTPOTIEHHST — 9TO
[aTOJIOTHIECKOE COCTOSTHIE, 00YCIOBIEHHOE TTa/IEHUEM YKCITa HETi-
tpodusos Hmxe 1,5x10°/1. ArpanyionuTos — aTo KpaitHsisi CTereHb
HelTporieHnn ¢ ypoBHeM Heiirpoduios mrske 0,5x10% /1.

Kpowme neliTporiennn, MMMYyHOIEDUITUTHBIN CUHIPOM MOXKET
6bITh 00yCI0BIIEH JuMboIruToneHreil (a6COTOTHOE KOJTNYECTBO
smumorutos Huske 1,5x10°/11), a Takyke THIIOraMMarJio00yInHeMHU-
eft (xounentparug [gG mmwke 7,0 /1) 1 ApyruMu HapyImeHNAMHU
crennuIecKoro UMMYHHUTETA, BO3HUKAOIIMMK TP I1yOOKOi
aTIa3uy KPOBETBOPEHUS U IMM(DOMAX.

Bsanmocss3b HelTporieHnu (B OCHOBHOM IIPH JIEKO3aX WJIN
arpaHyJIonnTo3ax ) 1 nadeximn Obiia Briepsbie ormedena 6osee 100
set Hazay. OQHAKO M3-32 OTHOCUTEJIBHOM PEAKOCTH HAaOI0AeHNI
aromy (akTy He TpuaaIu 6OJbIIOro 3HaYeHs. [Ipobiaema 060cT-
puJiach rocJie Hauaja MUPOKOro UCII0JIb30BaHUS IIUTOCTATUKOB B
oukostoru. B 1966 r. BriepBbie Obiuia JoKka3aHa KOJTNYeCTBEHHAs B3a-
MMOCBSI3b BBIPA)KEHHOCTHU U JJIUTETHHOCTU HEUTPOIIEHUH C YUCITIOM
Pa3BUBAIONTIXCS MH(DEKITMOHHBIX AMTU30/I0B Y TTAIIMEHTOB, TOJyYaB-
HIUX [IUTOCTATUYECKYIO XUMUOTEPAITUIO 110 MTOBO/LY JIEHKO30B.

CaMbIM 4acThIM M, KaK TIPABUJIO, TIEDBOHAYAIBHO BO3ZHUKATO-
MMM KJIIMHUYECKUM TIPOSIBIIEHUEM NHDEKITMOHHO-BOCTIA/IUTETBHOTO
CHHZIPOMa TP HelTporieHnu ObiBaeT uxopazaka. Oxa nmeet ¢eod-
puibHbIi (pebpuibHas HeiiTporenus) xapakrep (Boime 38,0°C),
MOJKET COITPOBOIK/IATHCST 03HOOAMI U MTPOJTUBHBIMY OTAMH C HAJIH-
YHeM JIOKaJIbHOTO BOCTIAJIUTEIbHOTO ovyara uiv 6e3 Hero. [Tosiienne
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reHepaiM30BaHHOM BOCTIAJIUTENbHOM PEaKIUU CBUIETETCTBYET O
Pa3BUTHU CETICHUCA.

BxosHbiMu BopoTaMu J17ist WH(MEKITMOHHBIX BO30Y I TENEH CTy-
JKaT JKeTYI0UYHO-KUTIIEUHBIN TPaKT, BEPXHUE bIXaTeJbHbIE TTYTH,
MOUEBBIBOJISIINE TTYTH, KOJOHU3UPYEMble HOPMAJIbHOM, YCJIOBHO-
MATOTE€HHOM, a 324aCTYIO U MAaTOTeHHOI MUKPOOHOH (utopoit. [Tpu
HOPMAaJbHOM KOJIMUECTBE IPAHYJIOIUTOB B iepudepuiecKoi Kpo-
BU TIPOHUKHOBEHHE MUKPOOHOH (HJIOPHI HEBO3MOKHO BCJIEICTBHUE
aJIEKBATHOTO BBITIOJTHEH VST UMU OapbhepHOiT (DYHKIMH, HApyIIIEHUE
KOTOPO# CTAaHOBUTCSI HEN30EKHBIM MTPU HEUTPOIIEHUH.

JlokasbHbIe BoCHaJUTEIbHbIE TIPOIIECCHI IPU HEUTPOTIEHU U
BKJTIOYAIOT:

* co ctopoHbl JKKT — s3BeHHO-HEKPOTHUYECKUIT CTOMATHT,
a30(aruT, SHTEPOTIATHST;

* CO CTOPOHBI JIBIXaTEJbHOM CHCTEMBbI — OPOHXUT, THEBMO-
HUL;

* CO CTOPOHbBI KOKU U MSITKMX TKaHEl — SI3BEHHO-HEKPOTH-
YecKue MOPasKeHns.

ITpu HeliTporeHUY He ObIBAeT KJIACCUYECKON BOCIANNTENbHOM
peakiuu ¢ rHoeoOPa3OBAHUEM, U BOCHATHUTEIbHbIE OYard UMEIOT
BBIPAKEHHBIN aJIbTEPAIlMOHHBIN XapaKkTep ¢ (POPMUPOBAHUEM $I3-
BEHHO-HEKPOTHYeCcKuX /ecexToB. [Ipn aToM oTCyTCTBYET M OJIMH
13 TJIABHBIX IPU3HAKOB TeHEPATU30BAHHOI BOCIIAJIMTEbHOI PeaK-
M1 — HEUTPODUIBHBIN JTEHKOIUTO3.

Hecsoespemennoe HazHaYeHUe IIPOTUBOMUKPOOHON Tepa-
MW B COOTBETCTBUM C TIPOTOKOJAMHU SMIUPUYECKON TTPOTUBO-
MUKPOOHOIT Tepamuu ¢hedPUIbHO HEHTPOIIEHUH COIPOBOKIA-
€TCS BBICOKOH 9aCTOTOH JIETAMbHBIX NCXO/I0B OT MHQPEKITMOHHBIX
OCJIO’KHEHU.

[nddepennmambias AmarnocTuKa B paMKax UMMyHoehn-
IIUTHOTO CUH/IPOMA TIPE/III0JIATAET:

1) BBIgBJIEHME JIOKAIBHBIX 09aTOB WJIW T€HEPAJTN30BAHHOTO
BOCIAJINTEJLHOTO ITPOIIECCA BCEMHU JIOCTYITHBIMU METOJIAMU BU3Y -
AJTbHOM IMarHOCTUKHY;

2) BbisiBIIeHIEe BO30yauTest (bakTepuu, rpuObl, BUPYCHI) TOC-
PEeACTBOM BCEX JIOCTYTHBIX IUATHOCTUYECKUX METO/IOB (KYJIBTY-
paJibHbIE, CEPOJIOTUYECKUE).

106



nasa 3. CuHApPOManbHbIA NOAXOA K ANarHOCTUKe 3a60/1eBaHNiA KpOBM

3.3. lemopparnyeckum CMHAPOM

Temopparnyeckuii CUHAPOM, UJIW CUHPOM KPOBOTOUYMBOCTH,
B PaMKaX OCHOBHBIX TeMaTOJOTHUECKUX CUH[POMOB OTPasKaeT Tia-
TOJIOTUIO CUCTEMBI TeMOCTa3a. B ¢Bsi3¥ ¢ HAIMYeM TPeX OCHOBHBIX
KOMITOHEHTOB CUCTEMBI TEMOCTa3a TPUHATO BBIIEIATH TPU TPYTITIHI
3a00JIeBaHIiT ¢ HAPYIIEHIEM TeMOCTa3a, IIPOTEKAOIINX C TeMOppa-
TMYECKUM CUHIPOMOM:

1. 3abosieBanuist, 00y CIOBIEHHBIE KAUECTBEHHBIMU 1 KOJIMYEC-
TBEHHBIMYA U3MEHEHUSMU TPOMOOIINTOB, — TPOMOOIUTOMATHN 1
TPOMOOLIUTOIICHUN.

2. 3abosieBanusi, 00ycIOBIEHHbIE TePUITUTOM U MOJIEKYJISIP-
HbIMU JlehekTamu (haKTOPOB CBEPTHIBAHUS KPOBU, — KOAryJio-
MaTUH,

3. 3aboseBanusi, 00yCJIOBIEHHbIE He(hEeKTaMU COCYAUCTOI
CTEHKHU, — BAa30TATHM.

Heo6x01Mo ITOMHUTB, YTO Psi/i HACJIEICTBEHHbBIX e(DUITUTOB 1
MOJIEKYJISIPHBIX /1e(heKTOB (haKTOPOB CBEPTHIBAHNSA KPOBU HE TMEET
reMOpparuyecKux MposBIeHU. ITO oTHOCUTCA K aeburuty XII
(haxropa Xaremana, 3HaYNTETLHON YaCTH MOJIEKYISPHBIX 1e(hEeKTOB
(dbubpuHorena, 6oabIUHCTBY caydaeB neduimra XI axkropa.

Pasnoobpasuie KIMHUYECKIX TPOSIBICHII TeMOPPAarndecKoro
CHHJIPOMA B CBOIO 0Yepe/ib 00YCJIOBIEHO HATMYHUEM TPEX OCHOBHBIX
KOMITOHEHTOB CUCTEMBI TEMOCTa3a: KJIETOK KPOBH (B MEPBYIO Oue-
pelb — TPOMOOIIUTOB), CTEHKU KPOBEHOCHBIX COCY/IOB U, HAKOHEI,
1a3MEeHHbBIX (DEPMEHTHBIX cHcTeM (CBepThIBAIOIIAs], (HUOPHHOIII-
TUYECKast, KAJUIMKPEUH-KUHUHOBASI U CUCTEMA KOMIIJIEMEHTA).

3.C. Bapkaranom ObLTO TIpeToskeHo auddepeHimpoBarhb 5 TH-
OB reMOPPAruyecKoro CUHIPOMA B 3aBUCUMOCTH OT (haKTopa, Ur-
paroIero OCHOBHYIO MAaTOTEHETUIECKYTO POJb B BO3SHUKHOBEHIHT
KPOBOTOYUBOCTH.

1. IleTexuaabHO-NATHUCTBII, UM MUKPOIMPKYJIATOPHBII, THII
reMopparudeckoro cuazapoma (mmypiypa). g Hero xapakTepHa
MOBEPXHOCTHAS, KalMJIsipHasd KpoBoTounmBOCTh. Ha koske, mpe-
UMYIIECTBEHHO B JIMCTAJIBHBIX OT/IEJIAX HOT, B MECTaX TIOBBIIIIEHHOTO
Tpennd (CKIAIKN OFIEK/IBI ), CIOHTAHHO BO3HUKAIOT MEJTKOTOYCYHBIE
KpoBOM3JIUsHUS (TI€TEXNUU), HEe UCUYe3alolKe IPU HAIABJIUBAHUY,
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u GoJiee KpyIHble (9KXUMO3bI, MJIM CUHSIKH). Perpecc merexuasib-
HOU CBITIM He OCTaBJIsIeT TIMTMEHTAInN Ha Koske. Habmomaorest
KPOBOTEYEHUS U3 CJAUBUCTBIX 000JI0UYEK: HOCOBBIE, IECHEBBIE, A Y
JIEBOYEK TyGEPTaTHOTO BO3PACTa — HEPEIKO TSIKETIble MaTOUHbIE.
OTCyTCTBYIOT reMaToOMbl U TeMapTpo3bl. Cepbe3HyI0 OMACHOCTh
npenctasiasaior JIOP-onepannm. OcrtanoBka KpoBOTEYeHNS TIOCTIE
MEUIIUHCKUX MAHUIYJISIUN (BEHOIIYHKINS, TYHKINS KOCTHOTO
MO3Tra, 9KCTPaKIus 3y6a) TpebyeT cIaBIeHust U TaMIIOHHPOBa-
HUSL.

Hammune remopparnii Ha CIM3UCTON TTOJOCTH PTA SABISETCA
CUMIITOMOM, YTPOKAIONUM KPOBOU3JIUSIHAEM B MO3T.

[laHHbBII TUIT reMOppParnvyecKoro CUHAPOMa XapaKTepeH /1
TPOMOOIUTOIIEHUIT U TPOMOOIUTONATHIT (KaYeCTBEHHBIX aHOMA-
JINIA KPOBSHBIX MJIACTHHOK ), & TAKIKE /71T HEKOTOPBIX JIETKO TTPOTe-
KaloIUX KOaryJIomaTuii: Tuio- u aucubpuHoreHeMuit, geduiinra
axtopos X u II. HacsencrBenuslii gepunuT aTux mpokoary-
JITHTOB BCTPeYaeTcs KpaiiHe peliko, 03TOMY HaJMuue MypIyphl
YKa3bIBaeT MPEK/IE BCETO HA MATOJIOTHIO TPOMOOIIMTAPHOTO 3BEHA
reMocTasa.

2. TemaTOoMHBIN THII TeMOpparnyeckoro cuaapoMma. /{1 nHero
XapaKTePHbI FeMapTPO3bl U FeMATOMbI — TJTyOOKHE, HAITPSIKEHHbIE
1 60JIe3HEHHBIE KPOBOUBJIMSIHUS B IMOAKOKHYIO KJIETYATKY, MBITITIIBI,
0]l ATIOHEBPO3, KPOBOUBJIUSHUST B TIOJIOCTU: OPIOTITHYIO, TPY/IHYIO
KJIETKY, KPOBOM3JINIHUSA B MO3T. OTIMUNTETHHBIM TPU3HAKOM CJTY -
JKaT OTCPOYEHHbBIE KPOBOTEUEHMSI, BO3HUKAIOIIE Yepe3 HEKOTO-
poe BpeMs TI0cJie TPaBMbI, 9KCTPAKIIK 3yOOB, HO OUY€Hb YIIOPHbIE,
JUTNTEJIbHbIE U aHEMU3UPYIOlIKe. Y JieTeil 3TO ObIBaeT MpH CMeHe
MOJIOUHBIX 3y0OB.

TemaToMbI HEpEIKO BHI3BIBAIOT PACCIOEHUE U IECTPYKITUIO TKA-
Hell, claBjieHne HEPBHBIX CTBOJIOB M COTIPOBOKIAIOTCS GOJIEBBIM
CUHIPOMOM, C BO3MOKHBIM PAa3BUTHEM 1apE30B U KOHTPAKTYP.

3abprolnHHast FeMaTOMa MPOsIBJISIET ceOst CKOTITIEHNEM KPOBH B
HUKHUX OT/IeJIaX sKIBoTa (B IIaX0BbIX 001acTsX). lJIst Hee XapakTe-
PEH CUMITTOM TIPUBEIeHUsE Ge/Ipa K SKUBOTY B BU/IE HEBO3MOKHOCTH
MOJIHOTO pa3rubaHust HOrM B TazobeapeHHoM cyctaBe. CrerneHb
TSIKECTHU COCTOSTHYSI O0JIBHOTO KOPPETUPYET C YPOBHEM CHYKEHUST
reMOorJI06MHA U 30HOH PacipoCTpaHeHUsT TeMaTOMBbI.
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IemapTpo3bI, CIOHTAHHO BO3HUKAIOIIUE, HAPSITY C MACCUBHBIMU
remMatoMaMu — HanboJiee 4acToe IPOsiBIEHIe TeMOPParundyecKoro
cuHpoMa remaroMHoro tura. CycraB yBeJUYNBAETCSI B 00bEME,
UMEIOT MECTO MHTEHCHUBHBIE OOJIM He TOJbKO IPU ABUKEHUU, HO
U B [IOKOE, HapyIlIeHNE MTACCUBHBIX U aKTUBHBIX JBWKeHUH. [Ipu
OTCYTCTBUU a/IEKBATHOTO JIEIEHIS PA3BUBAETCS TIOCTTEMOPParuiec-
Kasi apTPoIIaTUsi CO CTOWKOI Jiechopmariueii cycrasa (1apoByUIHbII
cycraB). BosHuUKaIOIHiT TP 9TOM XPOHUYECKHIT CAHOBHT CIIOCOOC-
TBYET MOCJIEYIONIMM KPOBOTEUECHUSIM.

BosMoskHBI clTOHTaHHBIE HOCOBBIE, TOUEYHBIE U JKETYA0THO-KU-
IeYHble KPOBOTEUEHsI, TPEOYIOIIIE UCKIFOYEH ST COMYTCTBYOIIEH
MATOJIOTUHN, KOTOPAs COMPOBOK/IAETCS TTOBPEKACHUEM CITU3NCTON
000JIOYKN 1 CTEHKU KPOBOCHAOGKAIOIINX €€ COCY/IOB.

lemaTOMHBIIT THTT KDOBOTOUNBOCTH TUTIITUEH /IJIST TBYX CAMBIX UacC-
TBIX BUJIOB HACJIEICTBEHHBIX KOATyJonaTuii — remocduinu A u B.

3. IleTexuasbHO-T€eMAaTOMHBII, I CMETIAHHBI, TUT TeMOpPpa-
TMYECKOTO CUH/IPOMA XapaKTEPU3YeTCs IOSIBJIEHUEM Ha KOJKe TieTe-
XUaJTbHO-9KXIMO3HOI reMopparudeckoii coimu. Ha ee hore Bo3Hu-
KaloT HANpsiKeHHbIe G0JIe3HEHHBIE TEMATOMBI B KOJKe U TTOIKOKHOI
KJIeTYaTKe, MHOT/IA 3a0pIonMHHEbIe. BO3MOKHBI KPOBOM3IUSAHUS
B OPIOIIHYIO MI0JIOCTH, BHYTPEHHUE OpraHbl. [eMapTpo3bl KpaiiHe
PEIKU U He BBI3BIBAIOT CTONKUX gecdopmalinii. HacTel HOCOBbIE U
MaTOYHbIE KPOBOTEUEHUSI.

CMenranHblil TUTT KPOBOTOUUBOCTH OTMEYAETCS TIPU TSKETON
dbopme 6ose3un Buiiebpanna, gedpunure daxropos V, VII u X111,
HOSIBJICHUH B IIUPKYJISAIMKA UX HHTUOUTOPOB. CBOCOOPa3HbIM PaH-
HUM «MapKepoM» jeduiiuTa 3Tux (GakTopoB y HOBOPOKIEHHBIX
SIBJIIETCS IJIUTETbHOE KPOBOTEeUEHNE 1 TLIIOXO0€E 3aKUBJIEHNE TTYTIOY-
HOU PaHKU — <ITyHOYHBIN CUHAPOM». DTOT TUI KPOBOTOUMBOCTHU
XapakTepeH ¥ it IPUoGpeTeHHbIX GOPM HapyIIeHUiT reMocTasa,
B riepByto ouepeib /st I BC-cunapoma, gedurmra hakropos mpo-
TpoMGuHOBOTO KOMILIeKca (daktopos I, V, VII u X), Habogaomnie-
rOCSI IIPU TSIKEJIBIX TeNaTUTaX U IUPPO32ax MeYeH , IePeI03NPOBKE
WU CTy4allHOM TIPHeMe aHTUKOATYJITHTOB HETIPSIMOTO JEHCTBU.

4. BacKyJIMTHO-Iy pPILy pHBII TUII TeMOPPArnyecKoro CHHAPOMAa
XapaKTEePU3YETCS BOCTIATUTENbHO-TEMOPPArHIeCKUMU BBICHITIAHU-
sIMU Ha KOKe, B OCHOBHOM Ha HOTaX M BOKPYT KPYITHBIX CYCTaBOB.
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DJIEMEHTBI ChITIU HECKOJIBKO BO3BBIMIAIOTCS HaJl TOBEPXHOCTHIO
KOJKH, OJIETHEIOT WJIM MCYE3aI0T TIPU HaaBauBanuu. [Ipu perpec-
CUPOBAHUU BACKYJIUTHOM ChITTH OCTaeTCs MurMenTanus Koxxu. [1pu
TSKEJIOM TEYEHU U BACKYJIUTA 3JIEMEHTDI ChIITU MOTYT CJIMBATHCS €
oOpasoBaHueM Hajl HUIMU KOPOYEK — y4aCTKOB HEKPO30B.

BackynmuTHO-1ypIiypHbBIN THII KPOBOTOUMBOCTH XapaKTepeH
111 3200JIeBaHUIA, IIPOTEKAIOIIUX C CUCTEMHBIM MUKPOTPOMOOBAC-
KYJIUTOM, TTPH KOTOPBIX COCY/IbI KOJKU TIOPAKATOTCS ITUPKYTUPYIO-
UMY UMMYHHBIMU KOMIIJIEKCAMU ¥ aKTUBUPOBAHHBIMU KOMIIO-
HEHTaMU CHUCTEeMBI KomiieMenTa. Hanbosee yacto BeTpedaercst
remopparudeckuii Backyaut (6osesnp Ilenneitna—Tenoxa). Ipu
TSAKEJIOM TeYEHU U 9TON GOJIE3HI MOTYT BO3HUKATh KUIIIEYHbIE KPO-
BOTEUEHUS U TEMATYPUSI.

5. MUKPOAHTHOMATO3HBIN THII TEMOPPArMYeCKOTr0 CUHIPO-
Ma HabJII0/IaeTCsl PEIKO, B OCHOBHOM IIPH Pa3/IMYHBIX BapUAHTaX
HacJIeICTBEHHOI Teseanruakrasuu (6omesunb Panmao—Ociepa).
Iro 3abosieBaHre MAaHU(PECTUPYET YITOPHBIMH, TIOBTOPSIFOIIMMUCS
HOCOBBIMH, KEJY/IOYHO-KUIIIEYHBIMU U TIOYEYHBIMU KPOBOTEUE-
HusiMu. OHU BO3HUKAIOT U3 TEJIEAHTUIKTA30B — Y3JI0BATHIX UJIU
3BE34aThIX COCYANUCTHIX PaCIIUPEHUil, KOTOpbie 0OHAPYKUBa-
I0TCsI Ha KOJKe U CJIM3UCTBIX 000J104KaX. B ciydasix seny109HoO-
KHUIIEYHbIX KPOBOTEUEHUN WX BBISIBJISIIOT TIPU 3HIOCKOITUYECKOM
obciegoBanny 60JbHOTO. BHe Te/leaHrnaKTasoB KPOBOTOUMBOCTU
HE OTMevaloT.

Anroputm nudpdpepeHIIUANIbHON TUATHOCTUKH
3a00JIeBaHUIi, IPOTEKAIONIMX C FEMOPPATHYECKUM CHHIPOMOM.
JIioboe kpoBoTeUeHME (32 UCKITIOYEHIEM MEHCTPYAJILHOTO) — 3TO
nposiBieHne (PyHKIIMOHATBHON HECOCTOSITETHHOCTH CUCTEMBI Te-
MOCTa3a WU CJIEJCTBUE JIOKATHHOTO MMaTOJIOIMUECKOTO Mpoilecca
C TIOBPEKICHUEM COCYIUCTO cTeHKU. Takke HEOOXOANMO YIUThI-
BaTh, YTO TAITUEHTHI, HE UMEBIIINE CIIOHTAHHBIX KPOBOTEUEHUI B
aHaMHe3e, MOTYT CTPaJaTh CHCTEMHBIM 3a00JIeBAaHUEM TEMOCTa3a.
OHO ¢c11OCOOHO MTPOSIBUTHCSI BIIEPBbIE BO BPEMSI MEIUITHTHCKUX Ma-
HUTYJISIIHINA C TOBPEXKEHUEM 1IEJIOCTHOCTU COCY/IMCTON CTEHKU.

B ¢Bsi3u ¢ 9THM Kask10My GOJILHOMY MEPe/ XUPYPTrudecKoi Ma-
HUITYJISIIIMEH, OCYIIECTBISIeMOIi IEPBBIN Pa3 B JKU3HU, HEOOXOIUMO
ucce10BaTh OOIINN aHAJIN3 KPOBH C OIPEIEIEHEM KOJIMYeCTBa
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TpoMOboITOB. ITepe MOBTOPHON XMPYPrUYECKON MaHUITYJISTIIHEH
HY’KHO BBIICHUTD, KaK IIPOTEKAJIN PaHee ONlePAaTUBHbIE BMETIATENhb-
CTBa B TJIaHe OCTAaHOBKY KpoBoTeueHust. DaxT kpoBoTeyeHus noce
XUPYPTUYECKON MAHUTTYJISATNN CJTY>KUT OCHOBAHWEM JIJTs1 NCCIIE/0-
BaHUS CUCTEMbI TEMOCTA3a.

[Ipu noro3peHny Ha 3a00JIeBaHNEe CUCTEMbBI TeMOCTa3a -
(bepeHIMATBLHO-IMATHOCTUYECKUIT TIPOTIECC HAYMHAETCS € OIIPOca
ManreHTa Ha IPeIMeT BhIIBIECHNS B aHAMHESE:

* KPOBOTEYEHUIT BO BPEMSI UJIU TIOCJI€ XUPYPIUUECKOTO BMe-
maresbeTBa (KpOBOTEUEHHE HEMEJIEHHO TI0CTIe 9KCTPAKINU 3y6a
XapaKTepHO JUIST TIATOJIOTUN COCYIOB U TPOMOOIIUTOB, OTCPOYEH-
HOE — JIJIST HACJIe/ICTBEHHbBIX KOAryJIOMaTHii: reMOMDIIIII U O0Ie3HI
Buiebpanza);

* Ype3MePHBIX BJIATATUIITHBIX KDOBOTEUEHU TTOCIE POJIOB, 911~
3roTomMun. CIIOHTaHHbBIE BHIKUJIBIIIN TAKKe MOTYT OBITh CBSI3aHbI
C BPOSK/JICHHOM KoaryJonaTreil MmaTepn B Bu/ie fAedunnrta aktopa
XII1, nncubpuHoreneMunt Ui npuobpereHHoro antudocdom-
MUTHOTO CUHIPOMA;

* IIOCTOSTHHBIX MEHOPPATuii IPU OTCYTCTBUU TTATOJIOTMH MaT-
KU, CIIOHTAHHBIX KPOBOTEUEHUI U3 CJM3UCTBIX, YPE3MEPHBIX WU
JUTUTEJIbHBIX KPOBOTEUEHUII TI0CJIe HE3HAUNTETbHBIX TOPE30B WU
CHHSIKOB ITOCJIE€ HE3HAYUTENBHBIX TPABM (TsKesIast TPOMOOIUTOTTE-
Hust, TpombonuTonarus, 6osaesub Buinebpana);

* TSKEJIbIX 3a00JI€BaHIil TeYeHHM, TOYEK, BbI3bIBAIOIIMX MTPH-
oOpeTeHHble KOaryJIolaTuu 1 KadeCTBEeHHbIE U3MEHEHHUsT TPOMOO-
IUTOB;

* [IPUEMa JIEKAPCTBEHHBIX [TPENAPATOB, BAUSIONINX HA CUCTEMY
remocTa3sa (BapdapuH, remapy, fe3arperaiThl — aCTUPUH, KJIOTH-
JIOTPEJTh, IUTTUPUAAMOJL, TUKJIOIUIMH, HECTEPOUIHBIE IIPOTUBOBOC-
MAJIUTETbHBIE CPENICTBA).

PaszBuBmimiicsd reMopparudyeckuii CHHAPOM OTHOCUTCS K He-
OTJIOKHBIM COCTOSTHUSIM, TPEOYIONIMM 9KCTPEHHOU MEMITHHCKOM
nomortiiy. [Tpu ee okazaHny HE3aBUCUMO OT ITPOSIBJIEHUH 1 BBIPAsKEH-
HOCTH KPOBOTOYMBOCTH HEOOXOMMO MCCJIeI0BAHIE KJIMHUYECKOTO
aHaJIM3a KPOBHU C OMPeE/Ie/IEHIEM KOJIMYeCTBa TPOMOOIIUTOB.

Coderanne TeMOPparnyeckoro CHHAPOMA C CUMIITOMATHKOM
aHEeMUU U UMMYHO/Ie(ODUTTU THBIM CUH/[POMOM SIBJISIETCS [TOKA3aHUEM

111



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosormo

KPOBOTEYEHUE

Xapaktep KpoBOTe4YEeHUS |
| CnoHTaHHoe

NHayumposaHHoe |

| PacnpocTpaHeHHOCTb npouecca |

S

[eHepann3oBaHHbI remopparn4eckuin CUHA-
POM: KOXHblE reMopparuy B codeTaHum (unm
6e3) ¢ nokanbHbIM KPOBOTEYEHNEM

JlokarnbHble KPOBOTEYEHUS:
HOCOBOE, MaTo4Hoe, 3
JKKT, neroyHoe

| MepuoANYHOCTL BO3HUKHOBEHUA

/ \
| Mepunoguueckn nosTopstoLLeecs |

| BnepBble BO3HuKLLEE |

3aboneBaHua cucTtemMbl

JlokanbHbIN
naTosiorm4eckum remocTasa
npouecc | TuUNbl reMOpPParNieckoro CUHAPOMa |
Cwme- MetexnanbHo- FemaTom- BackynutHo- MuikpoaHru-
LUIAHHBIV NATHUCTbIN HbIV nypnypHbIA OMaTo3HbIN
He ocnox- OBC-cuHapom, nuTn, lemocpu- lemoppa- BonesHb
HEHHbIN 6onesHb Bun- on, AA s A, B rMyeckumn Pangto-
[OBC-cuHa- nebpanga BacKynuT Ocnepa
pom
AH. KpoBMU; AH. kpoBU; AH. kpoBU; Koarynaum- Kon-Bo Kon-Bo
Kon-Bo KOn-BO TPOM- KOI-BO TPOM- OHHble TeCTbl Tpomb6o- Tpombo-
TpomGouu- 6ouunToB; Koa- 6ounToB; TB, NTB, UMTOB uMTOB
TOB rynAUMOHHbIE aHTuTena K AYTB; dakTop
TecTbl TB, TpomGouu- Bunnebpan-
MTB, AYTB; Tam; mue- Aa; hakTopsbl
PKoM, Moo, norpamma; CBepPTbIBaHWSA,
D-aumepsl, TpenaHo6uo- WHIMBMTOP
ATII nevsi VI, IX

Puc. 3.2. Anroput™m arddepeHImaabHON IHarHOCTUKN TeMOPParnyecKoro
cunznpoma: UTTT — ummyrnas tpombotmtornenst; OJ1 — ocTpbiii 1eHKO03;
AA — anmactuyeckasi aHeMusT
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JUIST NCKJTIOYEH ST CUCTEMHOTO 3a60JIeBaHNST ITPOIlecca KPOBETBOPe-
HUsT (aria3uy, MeTanjaasuu, guciuiasun ). Hammane nzommposan-
HOTO TEMOPPAarn4ecKoro cuHapoMa Tpedyer auddepeHmraibHoi
JIMATHOCTUKH, TIPEKIE BCETO, 3a00JIeBaHIIT CHCTEMbI TEMOCTA3a.

Jlnst onpegesieHust KOHKpeTHOro Habopa j1abopaTopHO-ua-
PHOCTUYECKHUX TECTOB, TIO3BOJISIIONINX YCTAHOBUTD HO30JI0TMYECKU I
JIMarto3, HeoOXOAUMO OCYIIECTBUTDH KIMHUYECKYIO OIIEHKY CHMII-
TOMOB KPOBOTOUHBOCTH C oTIpeesieHneM (puc. 3.2):

1) xapakTepa BO3HUKHOBEHUSI KPOBOTEUEHUS: MH/LYIIUPOBAH-
HO€ UJTU CIIOHTAHHOE;

2) pacipocTpaHeHHOCTH ITPOIIECCa: JOKAIbHOE UJTH TeHePaJIu-
30BaHHOE KPOBOTEUEHHUE;

3) epuoIMYHOCTH BOBHUKHOBEHUST: BIIEPBbIE BOZHUKIIIEE, T1e-
PHUOMUYECKHU TOBTOPSIOIIEECS;

4) ThTa TeMOpPpParun4eckoro CHHApoOMa.

JlokajibHOE, BIIepBble BO3HUKIIIEE, MH/YIIHPOBAHHOE UJIU CIIOH-
TaHHOE KPOBOTEYeHMEe HanboJiee BEPOSITHO SIBJISIETCSI CJIE/ICTBUEM
JIOKAJIHOTO MAaTOJIOTHYECKOTO TPOIecca U TpedyeT KOHCYIBTAIN
XUPYpTa C IPOBEJIEHUEM BU3YaJIN3aIMOHHON IUAaTHOCTUKHU C BO3-
MOJKHBIM XUPYPTUUYECKUM JIEUEHUEM.

CrontanHoe, reHepaJn30BaHHOE, BIIEPBble BO3HUKIIIEE UJIN
HNEePUOINYECKN TTOBTOPSIONIEECST KPOBOTEUEHNE B 3aBUCUMOCTHU
OT THUIIA TEMOPPATUYECKOTO CUHIPOMA, KAaK PABUJIO, SBJISIETCS
caie/IcTBHEM 3a00JI€BAHUST CHCTEMbI TeMOCTa3a Ui 00YCJIOBIEHO
CUCTEMHbBIM [TOPAKEHUEM ITPOIIECCA KPOBETBOPEHUS TIPH AllIa3UH,
MeTaryIa3uy WK JUCIIa3uu. B aTOM corydae TTOKa3aHbl KOHCYJTb-
TalUs TeMaToJIora U IPOBEJIEHNE TECTOB, MO3BOJISIONUX BbISIBUTh
KOHKPETHbIe HAPYIITEeHUs MTPOIecCa CBEPTHIBAHIS KPOBU.

3.4. T'MnepnnacTU4ecCKUmM CUHAPOM
C CUMNTOMaMM OMNMyXOJieBON MHTOKCUKaLMn

YHuBepcaIbHBIM IPU3HAKOM JI000TO OTyX0JIeBOTo 3ab0re-
BaHUSI SIBJISIETCS CUMIITOM <ILJIIOC TKaHb», OTPAXKAIONIII HaInune
IIPU3HAKOB POCTA OILyXOJIEBBIX KJIETOK B 30HE IIePBUYHOMN JIOKA-
JIN3AIIMN OITyXOJIM UJIM B MECTaX METACTA3MPOBAHUS OITyXOJIEBBIX
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KJIETOK C TOKOM JIUM(bI I KPOBU (peruoHapHbie inMpaTruieckue
Y3JIbI UJTH OTAQJIEHHBIE OT TIEPBUYHOTO OUara JTuM@aTHIecKue y3JIbl,
Jo0Oble opraHbl ¥ TKaHu ). VIMeHHO OJ1aroiapsi 9TOMy CUMIITOMY
HOBOOOPa3OBaHKs MOJIYYNJIM HagBaHKe <OIyXoau». Jluarnocruka
OITyXO0JIEBOTO 3a00JI€BaHMsT, KaK TIPABUJIO, HAUMHAETCS ¢ 0OHapy Ke-
HUS CUMIITOMA <ILJTIIOC TKAHb>.

OTimunTeIbHON 0COOEHHOCTBIO OpraHa KPOBETBOPEHMS (TeMO-
MO3TUYECKOH TKAHU KOCTHOTO MO3Ta) SABJSETCS TO, YTO OHA TIPe-
cTaBiisgeT coO0l B3BECh KJIETOK pasHbIX craanil auddepeHnmupos-
ki — oT 'CK 710 3pesibIX KJIeTOK KPOBH, PACTIONOKEHHBIX BHYTPH
KOCTHOTO CKeJIeTa U CIIOCOOHBIX BBIXOMTD IO CUCTEME CUHYCOB B
nepudepudeckyio Kposb. Kak u jioObie KIeTKH OPraHu3Ma, reMo-
MOITUYECKUE KJIETKU MTO/IBEPKEHBI PUCKY OITYXO0JIEBOTO TIEPEPOIK-
JICHUS.

O11yX0J11 FeMOTIOITHYECKON TKaH! HOCST 00IIee Ha3BaHKe «Te-
MOGJIACTO3BI» U TMOAPA3IAESIOTCS O JOKATU3AINH TIEPBUYHOTO
MeCTa BO3HUKHOBEHUS OITyXOJIEBOTO POCTA HA JIBE PA3HOBU/HOCTH:
JIETTKO3BI ¥ TeMaTOCapKOMBI. JIeiiko3 — 3T0 OIyXoJIb TeMOTIOaTHYeC-
KOI TKAHU C IEPBUYHBIM ITOPASKEHUEM WUJIU OITYXOJIEBBIM POCTOM B
KocTHOM Mo3re. [eMaTocapkomMa — 9T0 OITyX0JIb TEMOTIO3THYECKOH
TKaHW C IEPBUYHBIM TTIOPAKEHUEM UJTU OTTYXOJIEBBIM POCTOM BHE
KOCTHOTO M03Ta. MecTOM BO3SHUKHOBEHUS TeMaTOCAPKOMBI TIPEK/Ie
BCero SBJIS0TCS epudepudeckue aumboniabie opraubl (umdba-
THYECKUE y3JIbl, cese3eHka, neiteponbl Ostiiku KK T, mumdonmmast
TKaHb KOKU U CJIM3UCTHIX ), a TaKsKe 000 OpraH Wiau TKaHb, TIe
¢ Tepuo/Ia aMOpUOreHe3a MOTYT COXPAHITHCS MU Ky/Ia ¢ TOKOM
kpoBu MoryT norazath [ CK, craHoBsiimecst 0GbeKTOM OITyX0JIEBOTO
MepeposKIACHNS NN HeoTeHe3a.

[To puHaIEKHOCTH K OT/IETY KPOBETBOPEHUS TeMOOIACTO3bI
MO/Ipa3/iesIgIoT Ha MuesonaHbie 1 auMdonansie. [Tonasasioniee
YHCJIO MUEJIOUTHBIX TeMOOJIACTO30B — 3TO MUEJIOU/IHBIE JIEHKO3HI,
ocTpble 1 xpoHndeckue. s obo3HaveHnst TUMGBOUIHBIX TEMO-
6J1aCTO30B UCIOJIB3YIOT TepMUH «JinMbomas. Ciieryer IOMHUTD,
4TO TEPMUH «JIUM(bOMa» MPUMEHSIETCs It 0003HAUEHUS KaK
auM@aTUYeCKUX JIEHKO30B, TaK U COOCTBEHHO JTUMMOM — JIHM-
(haTmyecknx omyxosreil ¢ TEPBUYHON BHEKOCTHOMO3TOBOM JIOKa-
JIN3aInen.
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B kmHUYeCKOil KapTHHE JIIOO0T0 OIyX0JIEBOTO 3a00JI€BAHS
reMOITOATUYECKOIT TKaH 00513aTeJIbHO MIPUCYTCTBYET THUITEPILIAC-
TUYECKUI CUHAPOM. ETO TIepBbIM KJIMHUYECKUM TTPU3HAKOM CTa-
HOBUTCH TMOSIBJIEHNUE KJIETOK, COCTABIATONIUX MOP(OTOTHIECKIH
cybeTpaT ormyxosu (B KOCTHOM MO3Te U/Wjii B riepruhepuyecKkoii
KPOBH, UJIN B OITyX0OJIEBOM 00pPa30BaHUH BHE KOCTHOTO Mo3ra). [1o
Mepe POCTa OITYXOJIU B ITPOIECC BOBJIEKAETCS HE TOJBKO TeMOIIOITH -
YyecKasd TKaHb KOCTHOTO MO3Ta MJI IEPBUYHOTO BHEKOCTHOTO OPTraHa,
HO U OpraHbl, UMeoI1e OTHOIIIEHNE K ITPOIecCaM KPOBETBOPEHUS
(cemeseHKa, TiedeHb, TMMGbaTIHIECKIe Y3JIbl ), a TAKJKE JTI00bIe OPTaHbl
Y TKaHU OpPTaHu3Ma.

[Tpu sefiko3ax, T.e. TEPBUYHOM POCTE OIMYyXOJIEBBIX KJIETOK B
KOCTHOM MO3T€, TIEPBbIe CUMITTOMbI TUTIEPIIIIACTUIECKOTO CUH/[POMA
MOTYT OBITh BBISIBJICHBI B TIepr(epruecKoiil KPOBU MOCPEICTBOM
KJMHUYECKOTO aHaiu3a KpoBu. OHU 00yCIIOBIEHbI U30BITOYHBIM
HAKOIIJIEHUEM OTIYXOJIEBBIX KJIETOK B KOCTHOM MO3T€ W BBIXO/IOM
WX B KDOBOTOK.

BoisiBiienne B JleliKoIUTapHoii (hopMysie GJaCTHBIX KJIETOK
B COYETAHWU C HEUTPOIEeHUeH U, BO3MOXKHO, JTUMQOIUTOIIEHNEN
pH JIF060M aOCOTIOTHOM KOJMYECTBE JIEHKOIUTOB (HOPMAJIbHOM,
MOBBIIIEHHOM WJT CHUKEHHOM ) — OTJINYHUTEJNbHbII PU3HAK OCT-
poro Jeiiko3a. AGCOTIOTHBII JTUMMOINUTO3 — JUMGBOIUTOB Oosee
5,0 TBIC./MKJT — TpeOyeT NCKITFOYEHUS TIPESK/IE BCETO XPOHUIECKOTO
B-ksmerounoro mmmdoreiiko3a nin JeHKeMU3NPOBAHHBIX CTaINH
3PeNOKIETOYHBIX JuM@oM. JIeKOIMTO3 32 CYeT KIETOK TPaHyJI0-
[IUTAPHOTO Psi/a Beex cranuii muddepeHiimpoBKr 0T MUeT061acTOB
JI0 CETMEHTUPOBAHHBIX HENTPODUIOB, B COUETAHUN C TIOBBIIIIEHUEM
6a30(hUITOB 1 503MHOMDUIIOB, XapaKTEPEH /st XPOHUUYECKOTO MUEJIO-
JIeliKo3a. YMepeHHbI HelTPOUIbHBIHI JIEHKOIUTO3, TPOMOOIIUTO3,
HPUTPOIUTO3 C TOSIBIEHNEM HOPMOOJIACTOB B TiepudepruuecKoii
KPOBU — MPU3HAKU XPOHUYECKUX MUEJOTPOTUDEPATUBHBIX HO-
BOOOPa3OBaHUIA.

N3amenenus B anasnmse repudepruueckoil KpoBH CJIysKaT OCHOBA-
HIEM JIJIsI TyHKIIHOHHOTO ¥,/ WJT OHOTICHIHOTO UCCIIEIOBAHUS KOCT-
HOTO Mo3ra. [1py IIaHUPOBAHN Y JIAHHON MaHUITY IS HEOOXOANMO
3apamee Onpe/esUTh, KaKre NCCIeIOBAHNS KJICTOK MM TKAHW KOCTHO-
IO MO3Ta HY3KHO MTPETIPUHSITD JIJIsI yCTAHOBJIEHUST HO30JIOTUECKOTO
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ariosa (Mopdosiornyeckoe, MIMTOXMMUYECKOe, ITOT€HeTHYECKOE,
MOJIEKYITPHO-TEHETHYECKOE, MMMYHOJIOTHYECKOE).

[Ipu Jefiko3ax yBesuueHue cejae3eHKu, JuMboaeHonaTus,
MHGUABTPAINS IPYTUX OPTAHOB M TKaHE! CIy’KaT Mpu3HaAKaMu
JIAJTIeKO 3alle/Iei cTaanu 3a60JeBaHusI.

[Ipu rematocapkomax (mmdomax) TEpBUYHBIN POCT OITY-
XOJIEBBIX KJIETOK HAYMHAETCS BHE KOCTHOTO MO3Ta, Yallle BCero B
JM@aTHIeCKOM y3Je U ceJie3eHKe, NN B TeYeHN — OpraHax,
MMEIOIINX CPOJICTBO K IIPOI[ECCAM KPOBETBOPEHS, T/Ie C IMOpHOTe-
He3a coxpangiorcs nokosmuecs I'CK. Ilepsbim nposiBiennem ru-
HEPIIACTIHIECKOTO CHHPOMA B IAHHOI CUTYAIK OY/IeT TOKATbHAST
OIyX0JIb — yBeJIMUYeH e TUM(PATHUECKOTO Y3J1a UITH CEIE3eHKH Oe3
U3MeHEeHU I B aHAJI3e KPOBU 1 TeM O0Jiee B KOCTHOM MO3Te.

JIumdoaaeHonaTust — O4€Hb YACThIN CUMIITOM IIPH TIETIOM PSIJie
3abosteBamii. B HOpMe y B3POCJIBIX MOTYT MAJILITMPOBATHCSI [TAXOBBIE
y3JIbl, 2 UX pa3Mepbl He TipeBbimaoT 0,5—2 cm. B apyrux ydyactkax
TeJ1a naabnupyembie TuMboysib 10 0,7—1,0 cM MOy T OO BSICHATBCSI
nepeHeceHHo nHMEeKIel, HO COOTBETCTBYIOT HOPME.

JIumdoazeHonaTus MoKeT ObITh JOKAJIbHON U TeHEePaIn30-
BanHOU. YBeamuerne JIY MokeT ObITh 06YCITOBJIEHO MOBBITIEHUEM
YHCJa PEaKTUBHBIX JTUMGOIMTOB U MaKpodaroB B IIpoIlecce MM-
MYHHOTO OTBETa Ha aHTUTEH; MHMUIBTpaIeil BOCTaTNTeTbHBIMU
KJaeTKaMu 1Ipu nHdexrnusx (anmdbageHur); mpoardepaineii in
situ 3770KaueCTBEHHBIX JUMDOIUTOB U Makpodaros (JInMQOMBbI);
MHOUIBTPAIMell MeTacCTaTUYeCKIMK 3JI0Ka4eCTBEHHBIMH KJIeTKa-
MU; THGUABTpaIei Makpodaramu, Harpy>KeHHBIMH TTPOyKTaMHU
MeTtabosiuaMa pu O0JIE3HIX HAKOTIJIEHUST JIMTTHIOB.

JlnmcoaeromaTrst (JIOKaJTbHASI UK TeHepaIn30BaHHas ) 6e3
MPU3HAKOB HHMEKITHOHHO-BOCIATTUTETBHOTO 3200I€BAHIS CITYKIT
abCOJTIOTHBIM MTOKA3aHUEM JIJIS 9KCIIU3UOHHON GroTicuu iumdatu-
YeCKOro y3Ja ¢ MOPMOTOrHYECKUM U UMMYHOTHCTOXUMUYECKUM
MCCTIeTOBAaHUEM.

CruteHoMerauusi. ITUM TEPMIUHOM 0603HAYAIOT JIF0OOE YBEJIH-
YeHwue cesie3eHKN (0T HECKOJIBKUX CAHTUMETPOB 10 Pa3MepOB, KOT/Ia
ceJie3eHKa 3aHMMaeT 3HAYUTETbHY O 4acTh OPIOTITHO MOJI0CTH).

lumeprracTnyeckoMy CHHAPOMY 3a4aCTyIO CONYTCTBYET CHH-
JPOM OIYXOJIEBOW HUHTOKCHKAIMHU: 1T0Xyaanue, cybhebpuinrer,
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MOBBINIIEHHAS MTOTJIUBOCTD (HOUHBIE TIOTHI). [Tpu uanonatnyeckom
mueToubpo3e MaHHbIil CUMIITOKOMILTIEKC 0003HAYAETCsT KaK TH-
nepkaTaboIMYECKUN CUHIPOM.

[Ipu BceM MHOTOOOPA3UH TIPOSIBJICHUIT THITEPILIACTHYECKOTO
CHH/IPOMA YCTaHOBJIEHHE [IarHo3a reMob/1acto3a (MUETOUIHOTO
JIeiTKo3a Wit IMM(OMBI ) TTPEJIITOIaraeT BhIMTOJHEHNE YHUBEPCATb-
HOro ajroput™a obcienoBanust. OH HalpaBJIeH Ha OIPe/e/eHIe:
1) Mopdosornyeckoro cybeTpara OIyXoJu ¢ u3ydeHrneM MophoJio-
IMYECKUX U UMMYHOT€HETUYECKUX MAPKEPOB OITyX0JIEBBIX KIIETOK;
2) pyHKIIMOHATBHOTO COCTOSTHUS CUCTEMBI KDOBETBOPEHNS U BCEX
SKU3HEHHO BayKHBIX OPraHOB, 0COOEHHO II€YeHU U 1104€eK; 3) oObema
OITyXOJIEBBIX KJIETOK B OPTraHU3Me.

AJNTOPUTM yCTAaHOBJIEHUS NHUArHO3a OHKOTE-
MaTOJIOTHYECKOTO 3a00aeBaHu s (06beM1abopaTopHo-
HUHCTPYMEHTAJILHOTO 0OCIIEI0BAHNS):

1. O6muii aHa M3 KPOBH, PETHKYJIOMUTHI, TPOMOOIUTEL.

2. buoxumuueckuii, tMMyHO(MDEPMEHTHbBII aHAJIN3 KPOBU:

* nokazaresiv GYHKITMH BHYTPEHHUX OPraHOB, MIPEXK/Ie BCETO
HeYeHu, MoYeK, BKII0Yast 0OMEH 9JIEKTPOJIUTOB;

* YHUBepcaJbHbIe MapKepbl KiaeToyHoro rnronusa (JI/IT, mo-
yeBast KUCJIOTA);

* MeTabouThl 9puTponoasa (heppurnt, BuTamus B
eBast KUCJIOTA) B CJydae HAJINIMST aHEMUH.

3. UccaeoBanme reMomoaTiHIeckoi Tkanu (cyberpara 60Jies-
HU) B IUTOJIOTUYECKUX TperiapaTax (IIYHKINS ), THCTOJIOTHIECKUX
npenaparax (Ororcus):

* MOP(0JIOTUUECKOE UCCIIE/IOBAHKE ITYHKTaTa KOCTHOTO MO3TA,
CIIUHHOMO3TOBO JKUIKOCTH, TPEaHaTa KOCTHOTO MO3Ta, GHomTaTa
aumbaTUIecKoro ysia, nedeHu. Mopdosiornueckoe uccieroBanue
¢ onrcanueM MOP(hOIOTUH BBISIBJIEHHBIX OITYXOJIEBBIX KIETOK MO-
JKeT OBITH JIOTIOJIHEHO IATOXMMUYECKIM UCCIIeI0BaHNEM OJIaCTHBIX
KJIETOK, 3PUTPOKApUONuTOB (cugepobaactsr). [ucrosornyeckoe
uccaegoBanye GUOIICUITHOrO MaTepualia Ipe/Ioaraer 00sa3aTeb-
HOE OTIHCaHe MOP(MOTIOTHUECKOI CTPYKTYPbI HCCJIEyEMOTO OPTaHa
(coxpaHeHa WJ UcYe3Jia HOPMAJIbHAS CTPYKTYPa) U Xapakrepa
POCTA OITyXOJIEBBIX KJIETOK;

* UIMMYHOJIOTUYECKOe ucceioBanme anuhepeHinpoBOYHbIX

1 o~
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AHTUTEHOB C TIOMOII[bI0 MOHOKJIOHAJIbHBIX aHTUTEJ (KJIACTEPOB
g depeHInpoBKN ): MPOTOUHA MUTO(MIIIOOPECIIEHITNS B CIydae
HAJIMYUST OITyXOJIEBBIX KJIETOK B IIUTOJIOTMYECKOM MaTepuadie (riepu-
(heprueckas KpoBb, MyHKTAT KOCTHOTO MO3Ta ), IMMYHOTUCTOXUMUST
Ha napaduHOBLIX 610Kax 6Guorncuiinoro marepuasa. Q0s3aTeIbHO
s mupdepeHnImaTbHON IUarHOCTUKY JUMGbOM;

* IUTOTeHETUYECKOE MCCJIe/JOBAHNE XPOMOCOMHOIO COCTaBa
OTIyXOJIEBBIX KJIETOK: CTaHAAPTHAS IUTOTeHEeTNKa B MeTa(a3HbIX
IJTACTUHKAX KJIETOK KOCTHOTO Mo3ra. O6s3aTenbHo g guddeper-
[IUATBHON IUATHOCTUKU OCTPHIX JIEMKO30B, XPOHIUECKUX MUEJIOPO-
JinepaTUBHBIX JIEHKO30B, MUEJIOIUCIIACTHYECKUX CUH/IPOMOB;

* MOJIEKYJISIPHO-OUOJIOTHYECKOE UCCTIe/[0BaHe OHKOTEHOB,
onkotniporenHos: ITI[P B peasbrom Bpemenn, FISH.

4. MeTo/1pl BUByaIbHOM IMATHOCTHKHM JIJISI OIIpe/ie/ieH st o0beMa
omyxouin: ¥ 3, MysbTUCIIMpa/IbHAST KOMITbIOTEpHAs ToMOrpadus,
MaTHUTHO-PE30HAHCHAST TOMOTPahs, TO3UTPOHHO-OMICCUOHHAS TO-
Morpadusi BcexX BO3MOKHBIX 30H JIOKAJTU3AIUN OITYyX0JIEBOI TKAHU.

3.5. CuHapom remonusa

TepMUHOM «TeMOJM3» HA3BIBAIOT pa3pylieHNe 9PUTPOIIUTOB
KPOBH C BbIIeJIEHHEM TeMOTJI00MHA B MUPKYJIsAnio. Pusuono-
2UueCcKUll 2eMOU3 3aBEPITAET KU3HEHHBIN UK 9PUTPOIUTOB U
IIPOUCXOAUT B OPraHu3Me HelpepbIBHO. [lamonozuueckuii eemonu3
COTIPOBO’KIAETCS YKOPOUEHNEM TTPOIOJIKUTETEHOCTH JKU3HU IPUT-
porntoB. OH BO3HUKAET B Pe3yJIbTaTe JeHCTBUS FeMOTUTHIECKIX
a10B (YKyCBI 3Meil ), X0J10/1a, HEKOTOPBIX JIEKAPCTBEHHBIX BETIIECTB
(Y YyBCTBUTEJBbHBIX K HUM JTIO/IEH ), UMMYHHBIX U JIPYTUX (PaKTOPOB
U TIPUBOJWT K PA3BUTHUIO TEMOJUTHYECKOI OOJIE3HU MM TEMOJIU-
THUYECKOI aHeMnu. B oTBeT Ha TaTOJIOrMUEeCKUI TeMOJIN3 KOCTHBIN
MO3T MOKET YBEININBATH MPOAYKIINIO 9PUTPONNTOB B 6—8 pas u
KOMITEHCHPOBATh COKpaIlleHNe ;KU3HU 9PUTPOITUTOB 110 14—21 nHeit
6e3 pazBuTs aHeMuu. Takoe cOCTOsSIHME TIPUHSATO HA3bIBATh FeMO-
JINTUYECKOI 60JI€3HBIO. YKOPOUYEHUE IPOLOJIKUTENBHOCTH KUSHU
9PUTPOIUTOB, HE KOMIIEHCUPYEMOE IPUTPOUTHON TUTIEPILIa3nett
reMoI1093a, IIPUBOIUT K PA3BUTHIO FeMOJUTHYECKUX aHEMUIL.
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[TepBoe onucanue TeMOJUTUYECKON aHEMUH CBSI3BIBAIOT C UMe-
HeM [asena, KOTOPBI BO BTOPOM CTOJIETHH /IO Hallel apbl Cesian
3aKJI0UEHME O JKeJATyXe y MaJbynKa mocje ykyca 3meeid. lanen
MPEJITOIOKILI, YTO JKEJATyXa CBsI3aHa He ¢ GOJIE3HBIO TIeYEHH, a C
60JIE3HBIO CEJIE3EHKH.

[TaTonorndecknii reMoJsIn3 I TEMOJIMTHYECKUE AHEMUHT HEW3-
GEKHO COTTPOBOKIAIOTCSI, C O/THOM CTOPOHBI, TPU3HAKAMHE TOBBITIIEHHO-
'O pa3pylieHus 3PUTPOIIUTOB, A C JAPYTON — IPU3HAKAMU ITOBBIIIEHHON
AKTUBHOCTH 9PUTPOII093a (AKCETIEPUPOBAHHBIM 3PUTPOIIOIZOM ).

[TaTosorndeckmii TeMOJIN3 NI TEMOJTUTUYECKNE aHEMUH TTPH -
HATO U depeHITMpoBaTh MPEK/Ie BCEro 110 MEXAHU3MY, [IPUBOJIS -
MeMy K YKOPOUEHUIO TTPOJIOJIKUTETHHOCTH KU3HU 9PUTPOITUTOB,
U 110 MECTY Pa3pyILIeHUsI 9PUTPOIUTOB.

[IpeskaeBpeMeHHOe pa3pylieHe 9PUTPOIIMTOB MOKET ObIThH
00y CJIOBJIEHO BHY TPEHHUMH JieheKTaM1 CAaMUX 9PUTPOITUTOB: MeMO-
panbl (MeMGpaHonaTim ), hepMEHTOB MeMOPaHbI apUTPOIUTOB (hep-
MEHTOTIATHH ) ¥ MOJIEKYJIbI TeMOTJIOONHA (TeMOTJIOOMHOIATHH ). ITO
XapaKTEePHO JIJIst HACJIEICTBEHHBIX TeMOTUTHYECKIX aHeMuit. [Tpno6-
peTeHHbIe FeMOJINTUYECKUE AHEMUY BbI3BAHBI JIEMICTBIEM BHEITHUX
MOBpEXIATONTNX (haKTOPOB HA HEM3MEHEHHbIE 9PUTPOTIUTHI.

B 3aBucHMOCTH OT IPEUMYIIECTBEHHOTO MECTa Pa3pylieHUs
HPUTPOITUTOB BBIJIEJISTIOT BHY TPUKJIETOUHBIN U BHYTPUCOCY IUCTHII
remosu3 (puc. 3.3).

BHyTpHK/I€TOUHBII reMOJIN3 TTPe/IIToJIaraeT Pa3pyIieHne 3puTpo-
IUTOB MakpodaramMu ceJie3eHKH U MedyeHr, MHOT/Ia KOCTHOTO MO3Ta.

B makpodarax mpoucxoaut kataboJgu3M rema ¢ OTIIEeIIeH -
eM skeJie3a. [eMOTJIOONH 1MOCIe/I0BaTEIbHO ITPEBPAIIAETCST B BEPIIO-
rJI001H, 3aTeM B OUJIMBEPAUH U, HaKOHell, B Ouaupyou. [Tomamas
B 001N KPOBOTOK, OMJINPYOUH CBSI3bIBAETCS C albOyMuHOM. B 11e-
4eHU aJTbOYMUH OTIIETISIETCsT, 2 OMITUPYOUH COSMHSIETCSI C TITIOKY-
POHOBOI KUCJIOTOM, 06pasdyst MOHO- U IUTJTIOKYPOHUL OMIpyOrHa,
KOTOpPBIE TIOCTYMAIOT B JKEJYb W BBIACIAIOTCS B KAMIECYHUK. Tam
OJ1 BJMSTHHEM MUKPO(IIOPI OH TIPEBPAIIAETCSI B YPOOUIMHOTEH,
a3aTeM — B CTEPKOOUJIMH.

ITOT IpoIlecC aHAJIOTHYeH (HU3NOJIOTUUECKOMY TeMOIU3Y, HO
KOJIMYEeCTBEHHO M30bITOUEH. B KPOBH yBeIMUNBaAETCS Co/lepKaHe
cBOOOIHOTO (HENPsIMOTO) Ornpy6rHa, BO3HUKaeT skesTyxa. Kpo-
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BHYTpUKNEeTOUYHbIN BHyTpucocyauctbin
remonus remonus
Makpogpaz pemu-

KynosHOomenuars- OpuTpouuThI
HoUl cucmemsl (re-
YeHU, Cene3eHKU,
SpuTpoLmTHI
A
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6unupy6uH HeMMS
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.. ;
........................ o
lNevyeHb
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rnoKypoHnaa
YpobunuHoreH emornobuHypus,
(moua) | CrepkobunuH (cekanum) | reMocmaepuHypus

Pmuc. 3.3. Temomm3 aputponToB

Me TOTO, YCHJIUBAETCS 9KCKPelust OMInpyOnHa B JKeTdb, HapyIiast
e€e KOJUTOUIHYIO CTabUIbHOCTD, ¥ CO3/IAI0TCS TIPEMOCHUIKY K Pas-
BUTHIO XOJIeJUTHA3A.

BHexkneTouHblii, WM BHYTPUCOCYAUCTDII, T€MOJIU3 IIPE/IIO0-
JlaraeT paspylieHue 4acTu 9pUTPOIMTOB B KPOBEHOCHOM pycCIIe.
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[Tpu aTOM CBOGOHBII reMOTJIOOMH CBSI3BIBAETCS C TIIa3MEHHBIMU
GeJIKaMU: TalTOrJI00MHOM, TeMOIIEKCMHOM, anbOymuHoM. O6pa-
30BaBIHECS KOMILIEKCHI 3aXBATHIBAIOTCS TEMATOIIMTAMH, 2 3aTEM
VAQISAIOTCS KJIETKAMU PETUKYJIOTUCTHOUTAPHON cucTeMbl. Ecom
paspyIieHre SpUTPOIUTOB TPOUCXOIUT HETTOCPEJCTBEHHO B KPOBE-
HOCHOM PYyCJie, 2 KOJIMYECTBO CBOOOTHOTO OMIMPYOUHA IPEBbITITAeT
reMOTJIOOMHCBSI3BIBAIOTIY IO EMKOCTH FalITOTJIOOMHA, TO CBOOOTHBIIT
reMOrJIOONH TIPOHUKAET U3 KPOBU B MOYY Y€PE3 TJIOMEPYJISIPHbII
Gapbep MoYeK: BOSHUKAET reMOrJIOOMHYPHST, 1 MOYa IpuodpeTaeT
TEMHYIO OKPACKY.

TemonuTIUECKNE aHEMUT — caMast MHOTOYHCJIEHHAS TI0 KOJIH-
YecTBY HO30JI0rMYecKuX (hopM rpyrina anemuii. B coorBercTBum ¢
MATOT€HETHYECKOI KiaccudpuKanueii reMOTUTHYECKUX aHeMMii
BBI/IEJISIIOT:

A. Hacredcmeennvle zemoiumuyueckue amemuul, c6s3antbvle ¢
BHYMPeHHUMU Dehexmamu Spumpouumos (naubonee uacmo ecmpe-
YAIOUUECS U KIUHUYECKU SHAUUMDLE):

1) cTpyKTYpBI MEMOPAHbI 9PUTPOIIHTA (MEMOPAHOTIATHH ) — Ha-
caencTBeHHbIN cepounTos (6onesnb Munkosckoro—Iloddapa),
HACJIE/ICTBEHHBIN OBAJIOIIUTO3, CTOMATOITUTO3 U JIP.;

2) akTUBHOCTHU (DEPMEHTOB 9PUTPOIUTOB ((DepMEHTOIATIH ) —
TJIIOK030-6-hocdaTaerniporenassl, MUPyBATKUHAZEI U 1P.;

3) CTPYKTYPbI WJIHM CHHTE3a TeMorioOnHa (KaueCcTBEeHHbIE 1
KOJINYECTBEHHBIE TEMOTJIOOMHOMATHN) — CEPHOBUIHOKJIETOTHAS
AHEeMUsI, TAJTACCEMUH U JIP.

B. IIpuobpemennvie zemorumuueckue anemuu:

1) ummyHHbIe (IJIONMMYHHbIE U @y TOUMMYHHBIE);

2) HEeMMMYHHBIE;

3) mpuobperenHas MeMOpaHOIATH — IIAPOKCU3MAIbHAS HOU-
Hast remoryioounypus (ITHT).

KimHuyeckue CHMITTOMBI TTO3BOJISTIOT 3aMOI03PUTH TEMOJTUTH-
YeCKyIo aHeMUIO, HO He YCTAaHOBUTH HO30JI0TMYECKH JIMArHO3.

XpoHMUYECKas HACTEJACTBEHHAS TEMOJTUTHYECKAS AaHEMUST MO-
JKET MPOSIBJISITHCS AHEMUETH, JKEJNTYXOH, KPU3OBBIM TeUeHHeM 3200~
JIeBaHu4, CIIJIeHOMerauel, skesyekaMmeHHon 6ostesnpblo. C MeHblei
YaCcTOTOM BCTPEYAIOTCS XPOHUYECKHE SI3BbI IUCTAIBHBIX OT/IEJIOB
HOT, AHOMAJINU 1 IeDOPMAITUH CKeJIeTa.
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[TpuobpeTeHHbIE TEMOJUTHYECKIE aHEMUK MOTYT UMETh OC-
TpOe, BO3MOKHO, OcTpeiitiee Havaao ¢ (heOPUIBHON JTMXOpPaaKOi,
03H00aMH, O0JIIMU B CIIMHE, TIOSICHULIE, JKUBOTE, C TOJIOBHOI O0JIbIO,
¢1ab0CThIO, TOIHOTOM, pBOTOI. BOJIM B JKHBOTE MOTYT COTIPOBOIK-
JIATbCSI MBIIIEYHBIM CIIAa3MOM M PUTHUIHOCTBIO MBIIIIL ITepeHel
OPIONTHON CTEHKH, UMUTUPYIOIUMU «OCTPbIil :KUBOT>. CHibHast
c1aboCTh, MOK IPUBOJIAT K OJITO- U aHypUH. BJIe/IHOCTB, JKeITyXa,
TaXUKaP/IUsl TO3BOJISTIOT 3a110/I03PUTh AaHEMUIO.

B cayuae nocreneHHOro Havyajia BOBHUKAIOT HAapPaCTAOIast
GJIETHOCTD, JKeJITyXa, CIaboCTh, OBICTPAs YTOMJISIEMOCTb, O/bIIIKA
U JIpyTasi CepieYHO-COCYIUCTAsT CUMIITOMATHKA.

V psiia GOJBHBIX Ha TIEPBBIH T1JIaH MOTYT BBICTYIATh IIPU3HAKN
3ab0J1eBaH¥ist, 00YCJIOBUBINETO CUMITOMATUYECKIUI 2y TOUMMYHHBII
remosin3. Hanpumep, cuMiTombr JiiMbOMbBI, CACTEMHON KPaCHOM
BOJTYAHKH, MUKOILJIA3MEHHOI THEBMOHWH.

B cBs13u ¢ MasiocnienupuIHOCTHIO KITMHUIECKUX TTPOSIBIIEHUI
Pa3HbIX BUJIOB TEMOJIUTUYECKUX AaHEMUIT YCTAHOBJIEHNE HO30JI0TH -
YeCKOro JinarHosa rpedyeT mpoBeieH s 1abopaTopHoro oocen0Ba-
HUSI, BKJIIOYAIOIIETO TPU IPYIIIBI IUATHOCTUYECKUX TECTOB!

I. JIaGopaTopHble TECTbI, HATIPABJIEHHbIE HA BbISIBJICHHE IPH-
3HAKOB MOBBIIIEHHOTO PAacnajia 9PUTPOIUTOB.

Ynusepcanvnole npusnaxy BHyTPUKJIETOYHOTO U BHYTPUCOCY-
JIUCTOTO TeMOJIN3A:

1) nosbIenne GUINPyOMHA 32 CYET HETPSIMOTO;

2) NOBBINIIEHNE aKTUBHOCTH JIAKTAT/I€TH/[POTEHA3bI;

3) cHUIKEHUE KOHIEHTPAIIUK IMKO3UINPOBAHHOIO T€MOTJIO-
6uHa.

Ipusnaxu sHympuxiemounozo 2eMoaU3A:

4) noBbIlieHNEe YPOOUJIMHA B MOYE;

5) cIIeHO-, TelaTOMerausl.

IIpusnaxu enympucocyoucmozo 2eMoau3a:

6) cHUIKeHNMe KOHIIEHTpaIMK rantoraoduHa. YeM HHTeHCHB-
Hee reMoJIn3, TeM O0JIbIIe pacxoyercs ranrorioduta. Ero pacxos
HPEBBIIIAET CHHTETHYECKYIO CIIOCOOHOCTD TIeYEHM;

7) Hajune cBoOOLHOrO TeMOrI00MHA B CHIBOPOTKE KPOBH, Te-
MOTJIOOUHYPHS, TEMOCUIEPUHYPHS;

8) IBC-cunapom, TpoMOO3bI pa3JINYHbIX JOKATU3ALIMIL,
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I1. JIaGopaTopHbIe TeCTbI, HATIPABJIEHHDbIE HA BbISIBIEHHE IPH-
3HAKOB aKCeJEePHPOBAHHOTO YPUTPOIIOI3A MO JAHHBIM aHATM3a
KPOBH U IIYHKTaTa KOCTHOTO MO3ra:

1) maxporutos sputporutoB (MCV>100);

2) perukyornutod — 10 300—600%o;

3) nasmmyre HOpMOOJIACTOB (IPUTPOKAPUOIIUTOB) B Tiepre-
pUYECKOIT KPOBH;

4) JIeRKOIMTO3 U TPOMOOIUTOS;

5) BPUTPOUIHAS TUTIEPTIIIA3US TI0 JAHHBIM MUEJIOTPaMMBI (T10-
BBIIIEHNE HPUTPOKAPUOITUTOB HoJiee 25% TIPU HOPMO- /THUTIEPKJIE-
TOYHOM XapaKTepe ITyHKTaTa).

TemMomnTIYECKast aHEMUS MOKET OBITh 3aII0103PEHA IIPU HAJIH-
YUU aHEMUU B COYETAHUM C CUMIITOMAaMU MTOBBIIIEHHOTO paciia/ia
SPUTPOIIUTOB ¥ CUMIITOMAaMU HIOBBIIIIEHHOM aKTUBHOCTH 3PUTPOIIO-
93a. OIHAKO BBITIENIEPEYHCIIEHHbBIE TECTHI HE SIBJISIIOTCST aOCOTIOTHO
creruMIHBIME JIJIsI TeMoJin3a. VIcKioueHne cocTaBJisieT TeCT Oll-
peneseHus MPoI0JIKUTENTbHOCTH JKU3HU 9PUTPOITUTOB (JIOPOTOCTO-
SIIAIA U MAJIOZOCTYIIHBIH JIJIs1 UCTIOJIHEHUST BUJ] PaJOU30TOITHOIO
HccyeloBaHus ).

Heo6x011uM0 MOMHKT, 4TO TIOBBIIIEHHAST aKTHBHOCT 9PUTPO-
10932 HaOJII0IAETCsT TAKIKe TP OCTPOI KPOBOIIOTEPE, JIEYEHUH Jie-
(OUIMTHBIX aHEMUIT, BOCCTAHOBJIEHUH TI0C/IE TI060T0 BIIa KOCTHO-
MO3TOBOI HeJocTaTOUHOCTH. CHUMIITOMBI TTOBBIIIEHHOTO Paciiajia
HPUTPOIUTOB MOTYT UMETh MeCTO TIPU He3I(D(HEKTUBHOM 3PUTPO-
1oa3ze (Mpu Merano0IacTHBIX aHEMUSIX, MUEJIOAMCILIACTUYECKUX
CHH/IPOMaX), HapyIIeHUAX OMInpyOUHOBOTO OOMEHa, IPH pacca-
CBIBAHMY MAaCCUBHBIX reMaToM. /[yMaTh OKOHYATETHHO O TEMOJIN3E
[IPABOMOYHO, €CJIN BBINIEYKA3aHHbIE CUTYAIINH UCKJTIOYEHbI.

BroisiBienue dakra maToIornueckoro reMoam3a 3puTpPOIUTOB
(reMOJIMTHYECKON aHeMU ) TpebyeT YCTaHOBIEHMSI HO30JI0THYeC-
KOTO JINAarHO3a HA OCHOBAHUH TPETHEN TPYTINbI IaOOPaTOPHBIX TeC-
TOB.

IT1. JTaGopaTopHbI€ TE€CTHI, MO3BOJISIIONINE YCTAHOBUTH HO30-
JIOTHYECKHUI IHarHo3 re MOJIUTHYECKOI aHEeMUH:

1) Hanuune crieruduueckoit MOpQPOJIOTHIECKON aHOMATUHT
PUTPOIUTOB;

2) anTurao6yauHoOBast psimMast ipoba Kymoca;
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3) ocMoTHYecKast pe3aucTeHTHOCTDh apuTpoinToB (OPJ);

4) TecThl Ha BBIABJICHUE TEMOJUTHYECKUX aHEMUI, aCCOINN-
poBaHHBIX ¢ 0OpasoBaHueM TeJel] leitnia,;

5) TecTbl, BBISIBIISAIONNE NeDUIUT (HepMEHTOB, AaHOMAJIbHbIE
reMOTJIOOUHBI, IPYTHE CEPOJIOrnYecKre PoObl, TECTI, crierudud-
uble ags [THT.

[TyTh K ycTaHOBJIEHUIO HO30JIOTMYECKOTO JIMATHO3a TEMOJINTH -
YeCcKOM aHeMUH HAYMHACTCS C BBISICHEHUS KIMHNYECKUX TAHHBIX U
3aKaHUMBaAETCs OIEHKON MOP(OJIOTUH SPUTPOIUTOB C TTPOBEIEHU-
€M JIPYTUX cHeln(UIecKuX TUAarHOCTIYECKNX TeCTOB. B ntore on
MPUBOJIUT K TIOJIYYEHUIO TISITU BO3MOKHBIX Pe3yJbraToB audde-
PEeHIMATHHO-AMATHOCTUYECKOTO TTPOTIecca:

1. lnaruo3s siceH. Temosin3 00yc/ioB/IEH A€HCTBUEM HEMMMYH-
HBIX (haKTOPOB — MH(EKITNOHHBIX, XUMUYECKUX, (PU3NIECKUX.

2. Tlostoskuresbhast mpsivasi mpoba KymOca BbISIBJISIET ayTO-
MMMYHHYIO TEMOJUTUYECKYIO aHEMUIO C TETIJIOBBIMU arTJIIOTHHU-
HaMU.

3. Coheporurapaast MOpGhOJIOTHS IPUTPOIUTOB TIPU OTPUTIA-
TesibHOI 1Tpobe KymOca BbIsIBJISIET HACJIEICTBEHHBIH ChepoInuTOs.

4. Hammume cnenmdudaeckoit MophoJorndeckoil aHOMaJInu
PUTPOIUTOB C YCTAHOBJIEHNEM HO30JIOTMUECKOTO JIMaTHO3a.

5. OrpunarensHas mpoba Kymbcea, oTcyTeTByIOT crienudu-
yeckure MOpQOIOrnIecKe aHoManuu apuTporuTos. Heobxoxum
9s1eKTPOGOpe3 reMorIoONHA, ACKOPOAT-TIHAHUIHBII TECT Ha TeTbIla
Teitnma, ckpununr Ha [THT.

3.6. CuHgpom gedmumTa xenesa
(cupeponeHnYecKni CUHOPOM)

ITO CUMITTOMOKOMILIIEKC, 00YCJIOBIEHHBII HEZIOCTATKOM JKeJie-
3a B TKAHIX U B COCTaBe JKeJIe30CoMepKanX (hepMEHTOB.

CuzieporieHu4IecKii CHHIPOM — U30JTMPOBAHHbBIH Ie(DUIINT JKe-
Jile3a — MMeeT MEeCTO B KIIMHNIECKON KapTHUHe JTJATEHTHOTO AeuIinTa
skese3a. Haile cuzieponeHuuecKii CHHIPOM IIPUCYTCTBYET OTHO-
BpeMeHHO ¢ cuMmmToMamu anemun pu JK/LA. Tepmunom «cumepo-
HMEeHUYECKUH CUHAPOM» 0003HAYAIOT U GOJIE3HD, TPEAIOI0KUTENTLHO
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00YCJIOBJIEHHYO0 HEJOCTATOYHOCTHIO prubodIaBrHa 1 (HoIreBoit
KHCJIOTBI, TIPOSIBJIEHUSIMU KOTOPO ObIBAIOT Ancdarus, arpodust
CJIUBUCTOI 000IOUKY IUIIEBAPUTENBLHOTO TPAKTA, TUCTPOMUS HOT-
Tell, TMIIOXPOMHAs aHeMUs, YMEHBIIEHUE COo/lepKaHus Kere3a B
kpoBu (cunjipom ITiammepa—Buncona umm [Marepcona—Kemmn).

[TposBienus cugeporeHUYecKOTO CHHAPOMA:

1. VIamMeHeHUMe KOKH 1 ee TIPUIATKOB: CYXOCTb, IIeJIyIleHne, 00-
pasoBaHue TPENTH KOXKH, TOMKOCTD, NCTOHYEHHE, TIOTIepeyHast 1c-
4epPUYEHHOCTD, JI0KKOOOPa3Hast BOTHYTOCTh HOTTel (KOMIOHUXIN),
JIOMKOCTb, TYCKJIBII I[BET, PAHHSS CeINHA, BBITIa/IeHIE BOJIOC.

2. VIaMeHeHMs CIM3UCTBIX 0060JI0UEK: TJIOCCUT ¢ aTpodueii co-
COYKOB, TPEIIUHBI B yrjax pra (XeWJauT), aHTyJISIPHBIN CTOMATHT,
MOBBIIIEHHAS] CKJIOHHOCTD K MAPOJIOHTO3Y M Kapuecy, arpoduuec-
KU TaCTPUT, aTPOMUST CIU3UCTOI 000TOYKH TTUTIEBO/IA, Ancharusi,
aTpodust CIAM3UCTON 000JIOUKH HOCA.

3. UsBpamienue Bkyca (pica clorotica): Beipaskaercst B Helpe-
OJIOJIUMOM JKeJIaHUU €CTh MeJl, 3yOHOI MOPOIIOK, YT0Jib, TJIUHY,
TIECOK, JIe/l, KpaxMaJl, CbIpoe TecTo, dhapil, KpyIy; MPUCTpacTue K
HEeOOBIYHBIM 3aiaxaM: OeH31H, KEPOCHH, Ma3yT, alleTOH, JIaKu, Ha-
(branuH, 3anax cbIPOI 3eMJIU, PE3UHBI.

4. CHHIPOM «TOJIyOBIX CKJIEP»: CKJIEPHI IIPHOOPETAIOT T0JIy00-
BaTbIil OTTEHOK B CBSI3U C TEM, UTO PAa3BUBAETCSI AMCTPO(UST POroBu-
I[bI, U COCY/IMCTBIE CILJIETEHUS 71233, B HOPME HEBU/IUMbIE, HAUMHAIOT
[IPOCBEYNBATD.

5. MbliieyHast TUIIOTOHUS: MbIIIIEYHbIe GOJIH, AN3YPUST U IMITE-
PaTUBHBIE TI03BIBI HA MOYEUCITYCKAHUE, HEBO3MOKHOCTD YIEPIKU-
BaTh MOUY IIPU CMeXe, Kallljie, YNXaHu 1, HOUHOM SHYPe3.

6. Y mereii 3a7iepKKa YMCTBEHHOTO ¥ MOTOPHOTO Pa3BUTHS.

7. Hapymienust B UMMYHHOI cucTeMe: CHU)KeHUe YPOBHS JIN-
30I1Ma, KOMILIEMEHTA, HEKOTOPBIX UMMYHOIJIOOYJIMHOB, YPOBHS
T- 1 B-smmMbonuToB, 4To crocoO6CTBYET BBICOKOM MHMEKITMOHHOI
3abosieBaemoct ipu JK/TA.

[Tpu BbIpaskeHHOM «OITyCTOIIEHUN» TKAHEBBIX PE3EPBOB KeJie-
3a ¥ HapyIIEHUH [TPOIecca TeMOTTI00MHO00PA30BAHNS C PA3BUTHEM
AHEMUU MOTYT BO3HUKATD!

8. Muokapanoanctpodus, CKIOHHOCTh K TaXUKaPAUW, THUTIO-
TOHWU, OJIBIIITKE.

125



Yactb 1. BBeAeHMe B KNMHUYECKYHO reMaTosnormo

9. OyHKIMOHATHHAS HEOCTATOYHOCTH MeueHN (BO3HUKAIOT
TU0ATIBOYMUHEMUS, TUITIOTIPOTPOMOMHEMUS, TUITOTJIMKEMUST).

10. DeTormmaneHTapHast HELOCTATOUHOCTH (IIPU aHEMUHU B
MUOMETPHUHN U TIJIAIleHTe Pa3BUBAIOTCS AUCTPODUIecKUe poriec-
CBI, KOTOPbIE TIPUBOJST K CHUKEHUIO YPOBHS BhIPadaThIBAEMbBIX
TOPMOHOB — MIPOTECTEPOHA, ACTPAINOJIA, TIJIAIEHTAPHOTO JIAKTO-
reHa).

JIabopaTOPHBIM KPUTEPUEM CUIEPONIEHUHN ABJISIETCS CHUKEHIE
KOHIIEHTPAIINH JKesie3a 1 PePPUTHUHA B CBIBOPOTKE KPOBHU.

3.7. CUHAPOM «Mneperpy3Kkn» xernesom
(cupepoaxpecTU4eCcKu CUHOPOM)

«Axpes3usi» 0O3HaYAET HeUCIoIb3oBanue. [lepBuuHbIii cumepo-
axpecTUIeCKUH CUHIPOM, WU CUHIPOM <IT€PETPY3KU», BOSHUKAET
[P HACJIE/ICTBEHHBIX UJIH IIPHOOPETEHHBIX MOBPEKIEHHSIX CHCTEMBbI
peryJsaiy MeTabonama jkesresa (cuaepobaacTHbie aHEMUH, Pas-
JinaHble (hOPMBI TeMOXPOMATO30B ). BropuuHbiii cuzgiepoaxpectuyec-
KUl CHHIPOM XapaKTepeH JJIsl HaCIeACTBEHHBIX U IIPHOOPETEHHBIX
3a00JIeBaHMil, HE CBSI3aHHBIX ¢ 1e(eKTOM MeTaboIn3Ma JKele3a, 1
o6ycioBieH Tpanchy3MOHHON Tepanueiil 9pUTPOIIUTAPHON MACCON
1 U30BITOYHBIM BCACHIBAHUEM JKeJie3a U3 MUIIIH.

Cunepoaxpesns Tak jke, KaK ¥ CHIEPOTIeHNs, B aHAIN3€ KPOBH
MPOSBJISIETCS. MUKPOIIMTAPHOM, TUTIOXPOMHOU aHemueil. Hactora
ee HeCOMOCTaBMMO MaJjia 1T0 CPaBHEHWIO ¢ cuzieporienneil. Tem He
MeHee He0OXOIMMO MOMHUTH O CHIEPOAXPE3HH, TAK KaK OIMMO0UHOE
Ha3HauyeHue IPH Hell TPerapaToB Kejesa OyIeT TOIbKO yCyTyOIsaTh
MATOJIOTUYECKNE U3MEHEHUSI.

Knunmaeckne mposABIeHNS CUIEPOAXPE3NH 3aBUCAT OT MeXa-
HU3Ma, BBI3BIBAIOIIET0 N30BITOYHOE HAKOIIJIEHNE JKeJie3a. B 1eom
MO’KHO BBIIEJIUTHh YHUBEPCATbHBIE TTPOSIBIEHI, CBI3aHHBIE C TOK-
CHYECKUM BO3/eiCTBHEM CBOOOIHOTO MOHU3UPOBAHHOTO JKeje3a
Ha KJIETKW OPTAHOB U TKAHEN OpraHn3Ma:

* CHMIITOMBI XPOHUYECKON aCTEHUH, CJTAOOCTD, yTOMJISIEMOCT,
BAJIOCTH, HAPYIIIEHUE CHA, TTAMSATH, CHIKECHUE TOJIEPAHTHOCTH K
(busnueckoit Harpyske;
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°* pa3JWyHble aPTPOTATUM C PEHTTEHOJOTUYECKON KapTUHOM
CyOXOH/IPATTBHON OCTE0APTPOIIATHH, KAJIBIINHO3a XPSIIEH HITH OC-
TEOI0PO3a;

* UMIIOTEHITUS ¥ MYKINH;

* nuddysHas MenaHoepMus (TUIEePITUTMEHTAINA );

* TTaTOJIOTHYECKNE U3MEHEHWS CO CTOPOHBI TIeYeHH — OT MU-
HUMaJIBHOTO YBEJIMUEHUs] Pa3MePOB, 2—3-KpaTHOTO TOBBINIEHUS
TpaHCaMWHA3 /10 TIOPTAIBHON TUTIEPTEH3UN C Pa3BUTHEM TTPPO3a
MeY€eH!, TeraToIeUII0JISIPHON KapIIMHOMBI;

* TUTIEPIJINKEMUST C PA3BUTHEM CaXapHOTO nabeTa i CUMIITO-
MOB MOJIUTJIAH/LYJISIPHOI HEJIOCTATOUHOCTH;

* Kap/uajbHas CUMIITOMATUKA: apUTMHUH, KapANOMeTaJINs,
XPOHUYECKas cepjieyHast He[0CTATOUHOCTD;

* noBbIlIeHne ypoBHs depputrna Boiie 1500 Mkr /.

[Ipu Bo3HMKHOBEHUU cujiepoaxpe3un y nereir hopmMupyercst
MOJIUTJIAHYASPHAS HEJIOCTATOYHOCTD C HApYyTIEHNEM MTPOTIeCCOB
YMCTBEHHOTO 1 (DU3UUECKOTO PA3BUTHSI.

uddepentnmanbuasg AMarnoCTUKA MTPY BBIABJIEHUN CHIEPO-
axpe3nu TIpejnojaraeT UCKIoYeHe craepoOJacTHBIX aHEMUH,
reMOXPOMAaTO30B 1 TPAHC(Y3NOHHON TIePETPY3KH JKETIE30M.

3.8. CuHApPOMBI Xenyao4YHO-KULIEYHbIX
HapyLeHUN U NoNMHenponaTumn, CBsA3aHHbIe
¢ Aechmumntom BUTamMnHa B,

Knunnueckas kapruna B, ,-nedunnTHoi aneMuy IoMuMO aHe-
MHYECKOTO CHHAPOMa COTPOBOKAAETCS ellle ABYMS TO0CTAaTOYHO
crennduIecKUMI CHHIPOMAMHU, 8 IMEHHO JKeJTYZI0UHO-KUIIEYHBIMU
HapyIIEeHUSIMA U PACCTPONCTBAMHU CO CTOPOHBI HEPBHO CUCTEMBI C
KJIWHUKOU epudeprnieckoi moJMHEeNPOIIaTHH.

B ocmuoBe cuHzpoma KesryI0OYHO-KUIIEYHBIX HAPYIIEeHUM
JiexkaT arpouiyeckre U3MeHeHust co cTOpoHbl causuctoit KKT,
0COGEHHO sI3bIKA U JKeIyIKa. VI3MeHeH s SI3bIKa HCTOPUIECKH T10-
JIy4uJIi Ha3BaHue riioccuTa Xautepa. OH BbIpaskaeTcs B MOSIBJIEHUT
Ha g3bIKe SPKO-KPACHBIX YIACTKOB BOCIIAJIEHNS, KOTOPBIE BeChMa
YyBCTBUTEJIHBI K TIPHEMY ITUIIH U JIEKAPCTB, 0COOEHHO KMCJTBIX ITPO-
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JIYKTOB — PEarupytoT IyBCTBOM JKIKeHUsI U OOJIM. YJacTKU BOCIIa-
JIEHUS Yallle JOKATN3YIOTCs TI0 KpasgM 1 Ha KOHYUKe I3bIKa, THOT/IA
3aXBaTbIBAIOT BECH SI3bIK («ONIMapeHHbIN I3bIK» ). Hepenko Ha g3bike
HabJ01a10TCs aTO3HbIE BHICHITAHUS, MHOTAA TpeluHbL. [Togo0HbIe
M3MEHEHUS] MOTYT PACIPOCTPAHSITHCS HA JIECHBI, CJTU3UCTYIO TIEK,
MSATKOTrO Heba, a B PEIKUX CIydasix — U Ha CIAM3UCTYIO IJIOTKH 1
nuieBojia. B pasbHelieM BocnajiuTebHble SIBJEHUS CTUXAIOT
U COCOYKH S3bIKa aTPODUPYIOTCS. A3BIK CTAHOBUTCS TJAIKUM U
GJiecTAIMM («JTAKUPOBAHHBIN SI3BIK» ). B 9THX cirydasix MpusHaKku
TUIIMYHOTO TJI0CCUTA Y GOIBHOTO ¢ BJIEHOCTHIO KOKHBIX TOKPOBOB
U JIETKOU KeJITYXOW TT03BOJISTIOT 3aI10/I03PUTDh TUArHO3 B12‘Ile(b1/1‘
IIUTHOW aHEMUT.

K unciy 1pyrux cCUMIITOMOB JKeJTy/I0YHO-KUIIIEYHBIX HapyIIIe-
HUi npu gepunmTe BUTaMuHa B, MOKHO oOTHECTH M3MeHEHNs anTie-
THUTAa, BIUIOTH /[0 OTBPAIIEHUSI K MTHIIe, 0COOEHHO K Msicy. BosibHbIe
JKQIYIOTCST Ha YyBCTBO TSKECTH B MOJJIOKEYHOM 06IaCTH TTOCIE
e/lbl. AHAJIN3 JKEJIYZ0YHOTO COIEPKUMOro, KaK MPaBujIo, 0OHapy-
JKUBAET aXUJINIO U TTOBBITIIEHHOE cofep;kanue ciausn. [Ipu pentre-
HOCKOIIMHY JKeJIy/IKa OIIPE/IEJISIOTCS HAPYIIIEH WS €0 9BaKyaTOPHOI
JIESITEJIbHOCTH, YILIOMEHHUE U CTJIaKeHHOCTh cKianok. [Ipu DI/1C
BBISIBJISIETCST aTPOMUS CIAMIUCTOI JKETYIKA C XapaKTePHbIM CUMII-
TOMOM <II€PJIaMYyTPOBBIX OJISAIIIEK> B BI/IE OJIECTSIIMX 3ePKAIbHBIX
Y4aCTKOB aTPOhUM CITUZUCTOM.

B 25% ciryuaeB MOKeT UMETh MECTO HEOOJIBIIOE YBEeJUYEHIEe
ceJie3eHKU, MHOT/IA TTeYEHU.

MepmMeHTATUBHAS JIESITETIBHOCTD ITO/IZKETY0UHON JKeJIe3bl 0-
HsKeHa. B iepuo/ipl pasrapa 60J1e3HI MOTYT UMETh MECTO SIBJICHUST
9HTEPUTA C OOUIBHBIMU, THTEHCUBHO OKPAIIeHHbIMU HCIIPasKHEHU-
SIMU ¥M3-3a TIOBBIIIIEHHOTO CO/IEPKaHMUST CTEPKOOUIIMHA.

Hapyiienusi co cTopoHbl HEPBHOI cucTeMbI IPH JiepUIUTE BU-
tamuHa B ,. Hanbooee pannyivun cuMntoMamu mopaskeHust HepBHO#
CUCTEMBI SIBJLAIOTCS TAPECTE3WH U PACCTPOICTBA UyBCTBUTETHHOCTH
C MOCTOSTHHBIMU JIETKUMU OOJIEBBIMU OIIYIIEHUSIMH, HATTOMUHAIO-
UMM TIOKaJIbIBaHue OyJIaBKaMU UJIA UTOJIKaMHU, OLILyIIeHIe X0JI0/1a,
OHEMeHUe B KOHEYHOCTSIX, OIIYIIEHUE «BATHBIX HOT», TIOJI3aHUS
Mypaiiek. Peske ObIBatoT onosichiBaronye 00/, HallOMIHAIOIHE
taberndeckue. Hepeako HabI04aI0TCSA IPU3HAKY BhIPAKEHHOM

128



nasa 3. CuHApPOManbHbIA NOAXOA K ANarHOCTUKe 3a60/1eBaHNiA KpOBM

MBIIIEYHO# CTaG0CTH, MOTYT Pa3BUThCSI MbIlIedHbIe aTpodun. Bra-
qaJjie TUAUPYIOT SABJIEHUS TOJUHEBPUTA, & 3aTEM TIPUCOETMHSIETCS
CHUMIITOMATHKA CO CTOPOHbBI CITMHHOTO MO3Ta.

Hwxure KoHEYHOCTH TIOPaXKaloTCs B TIEPBYIO OU€Pelb, Jallle
Bcero cummerpryHo. [Ipu iporpeccupoBanm rporiecca HapyiaeTcst
HOBEPXHOCTHAS 1y BCTBUTEILHOCTD, CIIOCOOHOCTD OTJINYATH XOJIOHOE
OT TOPSIYETO, CHIZKaeTcst 6oJieBast 4yBCTBUTEBLHOCTD. [TopaskeHne
MOJKET PaclpOCTPaHSTHCs Ha 00J1aCTh JKUBOTA U JIasKe BBIIIE.

Pyku nopaxalorcsi pejiko v BCer/ia 3HaUUTeJIbHO MEHbIIIE, YEM
Horu. ITpu riryGoKkoM paccTpoiicTBe HapylaeTcst BUGpanoHHast
U TIyOOKasi YyBCTBUTENBHOCTD. Y HEKOTOPHIX OOJILHBIX TEPSIETCST
000HSIHIE, CITYX, HAPYIIAIOTCS BKYCOBBIE Ol IeHUs, (DYHKI[UY Ta-
30BBIX OPraHOB, BO3HUKAIOT TSZKeJible TPO(uUYecKrie pacCcTPOiCTBa.
VHor1a NosIBASIIOTCS ICUXUYECKKe HapyIleHust, Ope/, TaJlIioInHa-
U — KaK CJIyXOBbBIE, TAK U 3PUTEJIbHBIE. ¥ HEKOTOPBIX IMAIIUEHTOB
OTIMCAHBI ATMUJIENTUYECKIE TIPUCTYIIBI. B caMBbIX TSIKETBIX CIydasx
HabJII0AI0TCs KaxeKerst, aped/IeKCHs, CTONKHE apalindy HUKHIX
KOHEUHOCTE.

3.9. MNaToreHeTUYECKMe MexaHU3MbI
BO3HMKHOBEHUA LUTONEHUYECKUX CUHOPOMOB

[uTomennyeckre CUHAPOMBI, XapaKTEPUIYIOMINECT CHIKE-
HUEM COJIEPsKaHsI SPUTPOIUTOB, HEUTPODUIOB 1 TPOMOOIIUTOB B
euHKIe 00beMa KPOBHU, 32 UCKJIIOUYEHIEM CIy4aeB OCTPOIl MaCCUB-
HOI KPOBOTIOTEPHU, 00YCJIOBJIEHBI AOCOTIOTHOI UM OTHOCUTELHOI
HEZI0CTAaTOYHOCTHIO KOCTHOMO3TOBOTO KPOBETBOPEHN.

Hawubosee yactoii mpuyHoii ab6COMOTHON HEAOCTATOYHOCTH
KOCTHOMO3TOBOTO KPOBETBOPEHHUSI SIBJISICTCS Oehuuum memabou-
ueckux paxmopos (;xenesa, Butamuna B, 1 ¢honmeBoii KuCa0Tor).
OHnu HeoOXOIMMBI JIJIs CHHTE3a TeMOTI00MHA 1 06Pa30BaHMst KJIETOK
KPOBHU, TIpeskzie Becero sputpouutos. [Ipu nedunure Butamunos B,
11 (posTeBO KUCIOTHI HAPYIITAETCS TPOTIECC HOPMATBHOTO IeJTEHUST
reMOTIOATUYECKHUX KJIETOK, YTO TPUBOJIUAT, IOMUMO aHEMUH, K HEll-
TporeHun u tpombonuToneHun. leduiTHbie aHEMUKM — caMast
JyacTast HaToJIOTHst cpein OOJIe3Hel KPOBH.
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Bropoii npuunHoii abCoIIOTHON HEJOCTATOUHOCTH KOCTHO-
MO3TOBOTO KPOBETBOPEHUS SABJIIIOTCI NAMOL0ZULECKUE HAPYULEHUS.
Camozo 2emon033d, K KOTOPbIM OTHOCSITCST allJIa3usi, MEeTAIIa3usl U
JcTiiasusg kposeTBopenns. [laToornaeckne HapyTeHms KacaioTes
cOOCTBEHHO TIPOIECCa KPOBETBOPEHWS 1, KaK TIPABIIIO, TPOSIBJISIOT
cebst He OJTHOPOCTKOBBIMU (AHEMUST UJIH HEHTPOTIEHUST UJTH TPOM-
GOIUTOIIEHHUST ), & IBYX-, TPEXPOCTKOBBIMHE [T TOTIEHSIML.

Annasus — CHWXeHUe COep;KaHms TeMOMOaTHYECKON TKa-
HU (KPaCHOTO KOCTHOT'O MO3Ta) B KOCTHOMO3TOBBIX IOJIOCTSIX C
3aMeTeHneM ee JKUPOBOH TKaHbIO (JKEJITBIM KOCTHBIM MO3TOM) B
pesyJibraTe yMeHbleHust (rubesin) HOpMaJbHbIX, HEM3MEHEHHBIX
MyasTunioTeHTHBIX ['CK.

Memanna3us KpOBETBOPEHUS TI0/[PA3yMEBAET YMEHbIIIEHME
TJIaTiapMa HopMaJabHOTO TEMOIT093a B KOCTHOMO3TOBBIX ITOJTOCTSIX
B pe3yJibTaTe TMOSBJIEHUS U POCTA TaM OIyXOJIEBOIO KJIOHATHHOTO
KpoBeTBOpeHMs (OCTPHIN JIeliK03, MHOKECTBEHHAs MHUeJIoOMa, Ja-
JIEKO 3allle/lllie CTaINU XPOHUYECKUX JIEMKO30B) B COUETAaHUU C
BO3MO’KHBIM M30BITOYHBIM POCTOM (prOPO3HOIT TKaHU (TIEPBUYHBbIIT
(namonaTryeckuil) MuesohudbpPo3 U Ap. XPOHUYECKHIE MUEIONIPO-
sidepaTuBHbIe 3200JI€BaHUS U JTUM(DOMBI).

Jucnaasus KpoBETBOPEHUS TAKIKE COTPSIKEHA C KIIOHATBHBIM
nospesxaerrem MyasrunorenTHoii TCK. OcobeHHOCTAIMI BO3HU-
KAalOIIEro MPU 3TOM KJIOHAJBHOTO FeMOII093a SIBJISIIOTCS HAJIMIne
MOPGOTOTHIECKNX TTPU3HAKOB JMCIIA3WH B POCTKAX KPOBETBO-
peHUsI U MOBBIIIEHHAS MTPesKAeBPEeMeHHast THOEb KJIETOK-TIPe/l-
MIECTBEHHUKOB B KOCTHOM MO3Te BCJIeICTBHE armonTo3a (Heahdek-
THUBHBIN TeMOII033), IPUBOAAIIAS K peddpaKkTepHbIM OJHO-, IBYX-,
TPEXPOCTKOBBIM ITUTOTIEHUAM. /[ncniasns KpoBeTBOPEHNS — 3TO
MPeJITIEIKO03, IPOIECC C YKE COCTOSIBIIEICS HEIOCTATOYHOCTHIO BbI-
pabOTKM 3PENIBIX KIIETOK KPOBH, HO elile Oe3 BhIPasKeHHOMN MPOIIyK-
IIUH OTTYXOJIEBBIX GJIACTOB. DBOJIOIUOHHBIM HCXOI0OM JIUCILIA3UH
aBigercd TpanchopMalng B OCTPBIH JIEHKO3.

TpeTbeil IpUYNHON CHUKEHUST MPOAYKIIUU KJIETOK KPOBU
KOCTHBIM MO3TOM OBIBAET HAPYULEHUE NPOUECCA PEYNAUUL KPO-
gemeopenus. Jyist aleKBaTHOTO KPOBOOOPA30BaHUs, IPEK/IE BCETO
HPHUTPOII0932a, KPOME METabOIMIECKUX (haKTOPOB, HETTOBPESKICHHOI
reMOTIOITUYECKOI TKaHU HEOOXOIUMbI IINTOKUHBI, AKTUBUPYIOIIHE
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nporecc audepeHIupoBKH KiaeTok. Haubosee SpKkuM npuMepom
POJTM ITUTOKWMHOBOHN PETYIAINN TEMOII093a CIIYKUT 9HAOTEHHBIT
SPUTPOIIOITHH, BhIpabarbiBaeMblii Ha 85% 1ouKkamu, 6e3 KOTOPOro
HEBO3MO’KEH HOPMAJTBHBIH MPOTIECC IPUTPOIIOI3A.

OTtHOocHuTeIbHASI HEZIOCTATOYHOCTh KOCTHOMO3TOBOTO KpPO-
BETBOPEHUS MeeT MECTO MTPU HATTUIUH ITPOIIECCOB MOBITIIEHHOTO
paspylieHus KJIeTOK KPOBU BCJIEJICTBUE UX BHYTPEHHUX Jle(DEKTOB
(HacencTBEHHbBIE TEMOUTUIECKIE AaHEMUN, HEUTPOIIEHNH ) UJIN
1oJ1 /ICHCTBUEM PA3JUYHBIX UMMYHHBIX 1 HEMMMYHHBIX TTOBPEXK-
paomux GaxTopos (MpruoOpeTeHHbIe TeMOJTUTHYECKUEe aHEMUH,
TPOMOOIIUTOIIEHNH, HEHTPOIIeHN ). B ciydasix 1MOBBIIIEHHOTO
pacmajia KJIETOK KPOBU KOCTHBIM MO3T KOMITEHCATOPHO yCUTUBAET
ux npoaykiuio. OHAKO CKOPOCTb ITPOU3BOJICTBA KJIETOK KPOBU
OKa3bIBAETCS HEJOCTATOYHOM, YTOOBI KOMIIEHCHPOBAThH UX Pacal.
B pesyJibrate pazBuBaeTcst IUTONEHNYECKOE COCTOSTHUE.

Kpowme Toro, ciemyer moMHUTb, 4TO y GOJNBHBIX ¢ 3a00JI€BaAH-
SIMU KPOBU HEJIOCTATOYHOCTH KOCTHOMO3TOBOTO KPOBETBOPEHUS
MOKET HOCUTh MUEJIOTOKCHYECKUI XapakTep U ObITh 00YCIIOBJIEH-
HOIl JieficTBHEeM MPOTUBOOIIYX0JIEBOU TepaIinui, Ipeskie BCero Iu-
TOCTATUYECKOMN.

3.10. NMaToreHeTUYeckne ocCHOBbI OHKOreHe3a
reMono3aTUYecKom TKaHu

OmyxoseBast mpupoa reMo61acTo308 (MUETOUAHBIX JIEHKO-
30B U JTMM(DOM) Ha CETOHSIIHUI JIeHb HE BBI3bIBAET COMHEHMUI.
V3yuenne matorenesa OmyxoJeBbIX 3a001€BaHUiT CHCTEMBI KDOBI
MPUBEJIO K OTKPBITUIO OJTHOTO U3 BEYNUX ITPUHITUIIOB OHKOTeHe-
3a: MPUIMHON (POPMUPOBAHUS 37T0KAYECTBEHHOTO KIJIOHA SBJIIETC
Hapylenre (pyHKIMOHNPOBAHUS HOPMAJIbHBIX TEHOB B PE3YJIbTaTe
XPOMOCOMHBIX abeppariuii, MyTaIiii OTIeJbHbIX TEHOB WU GJI0-
KUPOBAHUS HOPMAJIbHON PEryJasiiuu (yHKITMOHUPOBAHKS TEHOB
B CBA3W C 9MUTEHOMHBIMU (He CBA3aHHBIMU HETIOCPEACTBEHHO C
MOBPEXKIEHUEM CTPYKTYPBI TEHOB) COOBITUSIMU.

OcnoBHOI Teopueli Jeliko30TeHe3a SABIIETCS MyTallnOHHAS.
[{utoreneTnueckue nuccae[0BaHUS OMYX0JIEBBIX KJIE€TOK TTOKA3aJIH,
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YTO XPOMOCOMHbBIE U3MeHEHNsT HabJII0Ial0TCst D0JIee YeM B IOJIOBHHE
BCEX cJIydaes JieiikeMuil. MyTanuonHast HecTaOUIbHOCTh TeHeTH-
yeckoro anmnaparta 'CK MoskeT 6bITh CIIOHTAHHOM, T.€. TeHETUYECKU
00yCIOBJICHHOI, NI WHLYIIMPOBAHHOM PasJINYHbIMU (haKTOPaMK
BHelllHel cpezibl. OHA IPUBOAUT K HECJYYalHBIM XPOMOCOMHBIM
abGeppaiusiM (HapylIeHUsIM ) B KJIeTKe-MUIIeHH, HaXOAsIIencs Ha
craguu myasrunioreHTHOU ['CK, nim kommutuposanubix ['CK, ko-
TOPBIE BBI3BIBAIOT aKTUBAINIO MU TMPUBOIAT K BOSHUKHOBEHUIO
KJIETOYHBIX OHKOreHOB. Hanbosiee 4acTIMU CTPYKTYPHBIMU W3-
MEHEHUSIMHU XPOMOCOM SBJISIOTCS TPAHCIOKAITNN, UHBEPCUU WU
nesnertuu. MexaHu3Mbl Pa3pbiBa UM JAU3PETYJISIUUA TEHOB B Iie-
JIOM TIO/Ipa3fiesigioTcs Ha /iBe Karteropun. IlepBas mpeamonaraer
CJIMsTHUE TeHOB ¢ 00pa3oBaHNEM XMMEPHOTO I'eHa, a jlajiee IPOTeu-
Ha, KOTOPBII 00YCJIOBIMBAET 3JI0KAYeCTBEHHYIO TPaHC(hOPMAIINIO
KJseTku. /laHHBIN MeXaHU3M TIPe0bIaIaeT B CIydasx MUEJOUIHBIX
onyxoJiel. Bropoii 3akjioyaercss B akTUBAIMK T€HOB, KOTOPbIE B
OOBIYHBIX YCIOBUSIX HAXO/SATCSI 1O/ KOHTPOJIEM JIPYTHX F€HOB-TIPO-
MOYTepPOB. ITOT MEXaHU3M JaCTO PEATU3YeTCs B TUMMaTUIECKUX
OIYXO0JIsIX. B 4McIo ApYrux reHeTn4ecKux COOBITHI B TTaTOreHe3e
reMo6J1aCTO30B BXO/SAT TOYEUHbIE MYy Talli T€HOB, JeJIEI1s [€HOB,
JIHK-meTumupoBanue.

B pesynprate XxpoOMOCOMHBIX U3MEHEHWI CTBOJIOBAS T€MO-
MOATUYECKAST KJIETKA MPEBPAIIAETCS B OIYX0JIEBYIO CTBOJIOBYIO
kaeTKy. CTBOIOBas KJIEeTKa OMyXOJU NMeeT JBe OCHOBHBIE (DyH-
KIIMOHaJIbHBIe 0coOeHHOCTH. [lepBast mojpasymeBaet mpeobiiajia-
IOIIYIO CIIOCOOHOCTD K JIEJIEHUIO 110 CPABHEHUIO ¢ HOPMAJIbHBIMU
KJIeTKaMU-TIpejillieCTBeHHNKaMu. Bropast — 3akJovyaercs B co-
XpaHEeHUH OTHOCUTENbHON crocoOHOCTH K AuddepeHInpoBKe 10
YPOBHSI KJIETOK, COCTABJISIOININX 3aIIPOTPAMMUPOBAHHBIN MOPdOJI0-
IUYecKUil cyOCcTparT OIyXoJIu, B YaCTHOCTH, /10 OJIaCTOB TIPH OCTPOM
Jleliko3e. XapakTep KJIeTOUHOM 1 GepeHInPOBKI OIIPeIeIsIeTCs
TUTIOM XPOMOCOMHOM aHOMAaJINH, CTIETTUPUIHOH /71T TOTO WU UHO-
ro TUIa ¥ BapuaHTa reMob/acrosa. Takum 06pa3oM, HOSBIAETCS
KJIOH OTIYXOJIEBBIX KJIETOK, MMEIOIIII eTUHYIO, TIPEXKIE BCETO, -
TOTEHETUYECKYIO, & TAKIKE MMMYHOJIOTUYECKYIO, TUTOXUMHUYECKYIO,
MOPGhOTOTHIECKYTO XapaKTEPUCTUKY. B mampHeliem uaeT mpoiecc
HAKOILJIEHUST MACChI KJIETOK JJAHHOTO KJIOHA C YTHETEHUEM U BbITEC-
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HEHMeM HOPMaJIbHOTO KPOBETBOPEHUS BIJIOTD JI0 COCTOSIHUS, HE
COBMECTHMOTO C KU3HBIO.

B npoiiecce KoJim4ecTBEHHOTO POCTA OIYXOJIM BO3MOKHBI U €€
KauecTBeHHBIE M3MeHeHU (0ITyX0JeBasi TPOrPeccus) ¢ MOsIBJICHNU-
€M JIOMOJIHUTEJbHBIX KIOHATbHBIX HAPYHIEHUH B XPOMOCOMHOM
armapare OIyXOJIEBBIX KJIETOK, TPUBOASIIIX K OOJIbIIEH 3/10Ka-
4eCTBEHHOCTH IIPOIIecca.

Cocrosinne IMMYHHOH CHCTEMBI TAKKe UTPAET POJIh B ITpoIiecce
siefikozorenesa. OyiHa u3 GyHKIUIT UMMYHHO CUCTEMbI — YHUUTO-
JKaTh MyTHPOBAHHBIE KJIETKN U TEM CAMBIM ITPEZI0TBPAIaTh IMPOIece
OIyX0JIEBOTO HOBOOOPA30BAHISI — ITO-BUIMMOMY, He CPabaThiBaeT.
[Ipesxze Bcero, aTO CBA3aHO € TEM, YTO OITyX0JIeBas CTBOJIOBAS KJIET-
Ka He IMeET YYKePOJHbIX aHTUTEHOB, OTJIMYAOIINX €€ OT JAPYTHX
KJIETOK OpTaHn3Ma.

MyraruonHast HecTabUILHOCTH TEHETHIECKOTO aIapaTa Kpo-
BETBOPHBIX KJIETOK M HEJIOCTATOYHOCTD (DYHKITMT UMMYHHOH CHC-
TeMbl HanboJiee XapaKTePHbI JJIsI IeTe U JIUIL OKUIOTO BO3PACTA.
ITO 0OYCITOBIMBAET JIBa KA 3200JIEBAEMOCTH OCTPBIM JIEHKO30M:
y neteit 2—10 seT u y B3pocibix crapiie 60-70 ser.

BbIsBUTH B Ka/KIOM KOHKPETHOM CJTydae reMo0IacTo3a aTH-
OJIOTHYECKUT (haKTOp Ha CETOAHSIIHMIA /IeHb He TIPe/ICTaBIsIeTCs
BO3MOKHBIM. OntHaKko yH/IaMeHTaIbHbIE AMNUIEMUOJIOTHYECKIe
MCCJIe/IOBAHMS, @ TAKIKE NCTOPUYECKU OTIBIT, BKIIOUAST OIIBIT PA3HO-
TO POJIa 9KOJOTUIECKUX KaTaCTPOD, TO3BOIAIOT TOBOPUTD O TIETIOM
psijie 3THOJIOTHYECKUX (haKTOPOB, in (haKTOPOB prcka. B yacTHOC-
TH, 1711 TUMGOM yCTaHOBJIEHBI Takne (haKTOPBI PUCKa:

1. HacaienctBeHHAsT IPEAPACIIONOKEHHOCTD: PUCK PA3BUTHS
smMpombl B 20 pas BbITIIe y POJICTBEHHUKOB TIEPBOH JIMHNH, €CJTA B
CeMbe eCTh CJIyJail TAHHOTO 3a00JIEBAHSI.

2. Tenernyeckue 3a60yeBaHUsT ¢ IMMYHOIE(DUITUTOM: THITO-
raMmarso0ymHeMust, o0IKiT BaprabeJbHbI IMMYHOIeDUITHT,
cuHApoM Buckorra—Oaprya, aTakcns ¢ TeJeaHTHO09KTa3hueH.

3. Undeknuonnblie arenTs: Bupyc dmireitna—bapp (EBV),
BUY, T-mumdboTponnsbiii Bupyc yesoeka | Tnmma (HTLV-1), Bupyc
ramma-reprieca (HHV-8), Bupyc renatura C (HCV), Helicobacter

pylori.
4. AyronmmyHHble 3aboseBanust: cunapom Illerpena, ayro-
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UMMYHHBII THPEOUIUT, CHCTEMHAsT KpacHasi BOJIYaHKa, CIpy, 1ie-
JIMAKUSI.

5. Makropel BHENIHEN CPeIbl, IPOdECCHOHANIbHbIE U OBITOBbIE
BPEIHOCTH: KOHTAKT C repOMIINAAMU, CTOMKIMU XUMUYECKIMU KpPa-
curessiMu (KPacK JIJIst BOJIOC, OPraHUYeCcKue PAaCTBOPUTEIH ), BbI-
COKHIl ypOBEHb HUTPATOB B TUTHEBOIT BO/IE, GOJIBIIIOE COIEPKAHITE
MsiCa ¥ TBEP/IBIX JKUPOB B IIHIILE, TaOaKOKYpeHNe, yIbTpadroieTo-
BbIe MHCOJISIIIUH, TIEPETNBAHNsT KOMITOHEHTOB KPOBH.

ITHOTIOTHYECKUM (DAaKTOPOM JIJIsT Pa3BUTHSI MUEJIOUIHBIX OITY-
XOJIel TPU3HAETCS MOHU3UPYIOIIAS PAJAUAIIS. DTO HOATBEPKIEHO
yBEJMYEHUEM YaCTOThl XPOHUIECKOTO MUEJIOJIeKo3a B SITIOHIM
HocJIe aTOMHO# GOMOGAPANPOBKH, 4 TAK/KE BOSHUKHOBEHHEM BTOPUY-
HBIX OCTPbIX JIEHKO30B Y JIMII, TIEPEHECIINX JIyYEBYIO TEPATUIO.

JIpyruM, Ho-BUAMMOMY, O0JIee 3HAYUMMbIM (haKTOPOM SIBJISIETCSI
HACJIe/ICTBEHHAs TeHeTHYecKast HeCTaOMIbHOCTh XPOMOCOMHOTO
armapara. Yactota BO3HMKHOBEHUS OCTPOTO MUEJIOUIHOTO JIEHKO3a
BBIIIIE, YeM B TIOIYJISIIIUH, Y JIAI] C HACJIEICTBEHHBIMU 3a00J1eBaHu-
SIMH, CBSI3aHHBIMU C aHOMAJIMSIMU XPOMOCOMHOTO arfapara — ¢
6onesusimu [layna, Bioma, Kinaitagenbrepa, Tepaepa, Dankonu.
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OBLAA
FTEMATOJIOI N







aea 4

AEPHIHUTHBIE AHEMHH H AHEMHA
XPOHHYECKHX 3ABO/IEBAHHH

TepmuH «1edUIUTHBIE aHEMUN» OOBEUHSIET IIPEsK/IE BCETO:

* JKese30/ePUIUTHYIO,

* B,,-medunurnyio,

* honeBoeUIIUTHYIO AHEMUU.

B komrte XX Beka BBINLTA cepus MyOAUKAIINAN, TTOCBATIICHHAS
OCHOBHBIM JTOCTUKEHUSIM COBPEMEHHON MeIUIINHbBL. B rematonorun
HanboJIee 3HAYMMbIM JI0CTHKEeHUEM Oblia IIPU3HAHA BO3MOKHOCTh
JIUATHOCTUKU U U3JIedeHUs NeUIUTHBIX aHeMUI.

B ctpykType anemuii, 10 JaHHBIM €BPOTICHCKUX UCCIIE/IOBAHUM,
Ha jouito kenesogedunnraoi anemun (JKJA) mpuxoxures 29%
CIIyJaeB, Ha IOJIIO0 aHEMUH, CBI3aHHON C XPOHUYIECKUM BOCIIAJIEHN-
eM — 27%, ocTpoii moctreMopparudeckoii anemun — 18%, remosmi-
yeckoii anemun — 17%, u ocraBinuecst 9% — 910 Bee Apyrie (GopMbl
aHEeMUIL.

4.1. XXenesogeduunutHaa aHemus

ITa aHeMus Pa3BUBAETCS BCIEACTBIE aOCOTIOTHOTO e(UINTA
skesie3a B opranuame. Kak npasuiio, JK/[A cBsizana ¢ KaknMM-To 3a-
GoJIeBaHIEM I COCTOSTHIEM OPraHU3Ma, SIBJISIONUMCS TIPUYNHOI
abCcoII0THOTO AeUIITA JKejle3a. DTO JAET OCHOBAHUE FOBOPUTD, UTO
JKIIA Bcerma BropuyHa, HARONATHYECKON (hOPMBI JaHHON GOIE3HI
He ObIBaeT.

JKITA — camoe gactoe 3ab6oreBaHIE CHCTEMBI KPOBETBOPEHHS
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u camast yactas gopma anemuii. IIpubausurenbHo 2 MujLInapaa
HaceTeHnsa 3eMd, uin 1/3 Beell 4estoBedecKOi MOy JISITIT, UMEIOT
JnedUInT Kesesa.

I[TepBoe onucanue KA on HasBarrem «De morbo virgineo» —
60J1€3Hb IeBCTBEHHULL, UJIM PAaHHUH XJI0p03 («3e/IeHast HEMOII[b» ), —
oTHOCHUTCS K 1554 T. BBIzieIeHo HECKOTBKO HCTOPUIECKUX TIEPUOIOB,
korga JKJIA 6b11a 0co6EHHO IUPOKO PaCIPOCTPaHEHA.

K MoMmeHTy 11epBoro onucanus aToii 60J1e3H1 ¢1abocThb, OTKa3
OT UBJIMIIECTB B MHUIIE, 0COOEHHO OT MCA, IOCTOSIHHOE IPedbI-
BaHUE B COCTOSIHUM BJIOOJEHHOCTH C 9JIeMEHTaMK CTPajaHust 1
4aCTBIMU OOMOPOKaMHU CYMTAJINCh CUMBOJIAMHU SKEHCTBEHHOCTH.
[Tpu 9TOM OCHOBHBIM CITOCOOOM JIEYEHIS «3€JIEHON HEMOTI» OBLIIH
kposornyckanusi. B Cpexrne Beka JK/{A ctpasaim 0ObI9HO IEBY KK
14—17 neT n3 apuCTOKpaTIYeCKOI cpebl. PaHHMIT X7TOPO3 TPUHSTO
CUUTATD KYJIBTYPHBIM ITPOYKTOM 3TIOXU CPEJTHEBEKOBDSI, XOTSI 9TOT
BapuanT sK/[A He moTepss akTyaTbHOCTH ¥ JI0 CUX TIOP.

B nocsienyrotieM BbIsIBJIeHA CBSI3b BBICOKOM PacpOCTPAaHEH-
HOCTH XJIOPO3a ¥ MOJTbI Ha KOPCeThI. JKeHIIITHBI, 3aTSIHy ThIE B KOPCe-
ThI, BBIHYK/IEHbI ObIJIM OTKa3bIBATHCSI OT UK. Kpome Toro, kopcer
BBI3BIBAJI CMETEeHNe BHYTPEHHUX OPTaHOB, B YaCTHOCTH TTeYEHH,
HapyIajl HOpMaJbHOe KPOBOCHAOKeHNe KUIIEYHIKA U BCaChIBaHUE
JKesesa.

Briepsbie siedeHune xj0posa cysibdaTom jKesiesa ObLIo Mpejl-
soxkerno B 1700 1. Ho n3-3a mepBoHava/IbHBIX MaJIbIX /103 adhdexT
oKazaJjics HeZlocTaToOuHbIM. Tosbko B 1832 1. cybdart xese3a cTaj
00IIEeNPU3HAHHBIM CPEACTBOM /IS JIEYEHUsI XJI0PO3a.

C 1830 r. x710p03 crajm cunTath 3abo/ieBaneM Kposu. Pase-
JieHVe eTo Ha PAaHHUH U TIO3THUH XJI0PO3 MPOU3OIILIO YiKe B Hauase
MIPOIILIIOTO CTOJIETUSL.

ITocae ITepBoit MupoBoil BoiiHbl, peBosonuii B Poccun y He-
OJTHOKPATHO POKABIINX JKEHIIUH, 3aHUMAIONTUXCS TSKEIbIM (DU3N-
YECKUM TPYIOM K CTPAAAIONIX U3OBITOYHON MEHCTPYAIbHON KPO-
BOIIOTEpPEHi, cTain HabIoAaTh CUMIITOMBI XJI0p03a. B nmpoTusosec
JKITA y neByiiiek, aTy pasHOBUAHOCTH OOJIE3HN HA3BAJIU MO3AHUM
XJIOPO30OM.

B nacTosimee BpeMst TepMUH «XJIOPO3» YTPATUJI CBOE 3HAUEHTIE
1 yrioTpebJisieTcst TOJIbKO B ucTopudeckom actiekre. O[HaKO MMEHHO

138



[masa 4. [ledunTHbIE aHEMUN 1 aHEMUS XPOHUYECKNX 3a60S1eBaHII

9TUM TePMUHOM HarboJee y106H0 0003HadaTh KA v ee mpuunny
y neBouek 14—17 e, poaAuBIINXCS C HETIOTHOTIEHHBIM JIETIO JKeTe3a
B OpraHu3Me, y KOTOPbIX OCHOBHBIM UCTOYHUKOM KPOBOIIOTEPU
SIBJISIETCST HAYABIIASICS MEHCTPYaTbHAS (DYHKITH.

ITpuunHbI a6COMIOTHOTO TedunuTa sKeesa.

QDusuonoeuuecxkue:

1. HeaziekBaTHoe nIoCcTyIL/IEHYE JKeJie3a B OPraHU3M B YCJIOBU-
SIX HOBBINIEHHOU TOTpeOHOCTH B HeM (OepeMeHHOCTb, JTaKTallusl,
1eproJl MTHTEHCUBHOTO POCTA).

Iamonozuueckue:

2. TloBbIlieHHAsT KPOBOIIOTEPS: MEHOPPATrUsl U MeTpopparus,
kpoBoTeuenus n3 JKKT, moueunsie, HOCOBBIE, TETOUHBIE, YACTOE
JIOHOPCTBO KPOBH, T€JIEAHTMOIKTA3bl, FeMOIUAJIN3, «aHeMust Oe-
TYHOB».

3. AnmMeHTapHbBIN 1ePUIINT JKesle3a KaK CJeJCTBUEe Heloe/a-
HUS WU HecOaIaHCUPOBAHHOIO TTUTAHWS.

4. 3aboseBanust JKKT, conpoBoskaronecst HapyieHueM Bea-
coiBanus skesesa: H. pylory-undexius, arpodudeckuii racTpur,
AYTOUMMYHHBIN TACTPUT, TACTPIKTOMUSI.

5. Bposkaertoe skeme30aeUIMTHOE COCTOSTHIIE: HEOHOIITEH-
HOCTb, HAJIMUKeE Keyie30/1e(UIIUTHOTO COCTOSIHUS Y MAaTEPH.

6. Hapyenue cunTesa TpaHCIIOPTHOTO Gejika TpaHchepprHa:
HACJIe/ICTBEHHBIN, TPUOOPETEHHDII ITPU HapyIeHnn 6eJTKOBOOOpa-
30BaTENBHON (DYHKIINN TTEIEH.

Kaunnueckas kaptuna ;K /1A BiiouaeT aHeMUUeCKUii 1 Ch/ie-
POTIEHIYECKHUIT CHHIPOMbI C CAMBIMHU Pa3HOOGPA3HBIMU [TPOSIBIICHM-
simu. Takyke MOKeT ITPUCYTCTBOBATH CUMIITOMATHKA 3a60JIeBaHN,
00y CTOBINBATIOIIETO XPOHUUECKYTO KPOBOTIOTEPIO.

Jnarnoctuka JKJIA Briouaer /jBa 0043aTeJIbHBIX 9TAlIA:

1) BbIsIBJIEHUE aHEMUU 1 JJOKA3aTeIbCTBO aOCOMIOTHOTO Aedu-
IIUTA JKeJe3a;

2) BbIsSIBJIEHKE TIPUYUHBI aOCOJTIOTHOTO Je(bUIITA JKele3a.

Kpumepuu ouaznosa KJA:

A. smenenus B anasmse kposu: anemust (Hb <130,/120 /),
mukpornutapaasg (MCV <80) usu nopmonurapuast (MCV 80—
100), runoxpomuasi (MCH <24), runoperenepaTtoptas (aGcoJIior-
HOE KOJINYEeCTBO PeTUKyJIonuToB MeHee 50x10°/1) ¢ nusmenenvem
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MOPGhOJIOTHH IPUTPOIUTOB: AHU3OIUTO3 € MTPeodIalaHneM MUK-
potuTosa, rurioxpomuu (RDW >14,5%), Bo3MOsKeH peaKTUBHbII
tpombouuTos (PLT >450,0x10°/11); 1efKOIUTDI, KAK IIPABIUIIO, HE
U3MEHEHBI.

B. ITpusnaku abcosorHoro gedunura xemnesa: CD <15 mMkr/,
00111as1 U JIaTeHTHAs KeJIe30CBA3BIBAOIIASA CIOCOOHOCTH CHIBOPOTKH
(OKCC u JIZKCC) noBbllieHa, kejie30 CbIBOPOTKH KPOBU CHUKeE-
HO, mHAeKC Hackimenns Tpancheppunom (MHT) camxken.

B. Ycranosnennas npudnna abcomOTHOTO AeduiinTa JKejesa.

uddepennuansaas quarnocruka JKJIA ¢ yuetom pasHOBuI-
HocTteil MukponuTapubix (MCV <80) u nopmorutapubix (MCV
80—100) arnemuii mpeamoaraet mpeskae Beero auddepeHtanio ee
c aHeMueil XpoHnuecKux 3a00/1eBaHmii, BOSHUKAIOIIEH BCIeCTBLE
OTHOCHUTENHHOTO Te(pUIIITA JKee3a.

Bropbim ataniom nuddepertinanbaoit iuarnoctuku K /1A 8-
JISIETCsI yCTAaHOBJIEHUE IPUYKMHBI aGCOTIOTHOTO edUIlnTa KeJiesa.
B caydasix XxpoHUYecKuX KpOBOTEUEHUN PA3TUUHBIX JJOKAIN3AIAMI
(HOCOBBIX, MATOYHBIX) O€3 SBHOTO JIOKAJIBHOTO MaTOJOTHYECKOTO
npoiecca HeOOXOAMMO UCKIIOYUTH MATOJIOTHIO reMocTasa (1ep-
BUYHBIE ¥ MeIUKaMEHTO3HbIE TPOMOOIIUTOIATHHN, HAC/IE/[CTBEHHAST
KoaryJonarust — 60Jie3Hb Busiebpan/ia, nproOpeTeHHbIe KOaryJio-
natuu npu GOJIE3HSAX TIeYeHn ).

Jleuenue JKJA. Bouee 30 ner nasazn JI.W. Unenbconom ObLaun
ccopmysinpoBanbl npuHiniie Jedenust KA, He yrpaTusiive ax-
TYaJIbHOCTH U CETOJIHSI.

1. BoamecTtuts necdunur skeneza npu ;KA Tombko ametore-
parueii 6e3 JieKapCTBEHHbIX JKeJIE30CO/IePKAIIUX [TPENapaToB He-
BO3MOJKHO.

2. Tepamuio JK/IA mpoBoAST TPENMYIIIECTBEHHO IIPerapaTaMu
JKeJe3a Il TprueMa BHYTPb.

3. Tepanuto 7K/ A He IpekpaIaioT Mocjae HOpMaJu3aIuu ypoB-
Hs1 TeMOTJI00MHA.

4. Temotpancdysuu mpu KA TpoBOAST TOJIBKO 10 KU3HEH-
HBIM TIOKa3aHUIM.

Jluema c 1OCTaTOYHBIM KOJTMYECTBOM KPACHOTO MSICa, ITUILbI,
PBIOBI U 3€JI€HH SIBJISIETCS BasKHBIM KOMIIOHEHTOM B TIPO(HIAKTHKE
KA. Tanun, comepskaniuiics B 4ae, a Tak:ke GUTUHOBAST KUCJIO-
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Ta U3 MIIEHUYHBIX OTPYOeil 1 KOPUYHEBOTO PUCa OTPHUIIATETHHO
BJIUSIOT HAa BCACBIBAHME JKeJie3a U3 MUIIH. YCBOEHUIO JKeJie3a U3
PaCTUTENbHON MUIIHU CIIOCOOCTBYIOT IIPOYKTHI C BHICOKUM COJIEP-
sxkanreM ButamuHa C. Boratel skesiesom oboraiieHHbie XaeOHble
3J1aKH.

JlekapCcTBEHHBIMU CPEICTBAMM, YCUJINBAIOIIIUMHU BCAChIBAHME
JKeJie3a, SIBJISTIOTCST: aCKOPOMHOBAsT, THTapHast KUCJIOTHI, (DPYKTO3a,
cTenH, copouTt, HukoTuHaMuz. OcmabiasioT BcachbiBaHUe JKeJe3a
TaHuH, (hocdaThl, COMM KATbIUS, AHTAIIU/IbI, TETPAIIUKINHBL

IIpenapamoi yxcenesa 0ns npuema enymps Ha CETOHSTHAN IeHb
MPeJICTaBJIEHbBI B ITUPOKOM aCCOPTUMEHTE.

OcHoBHbBIe TPeOGOBaHKS K ONTHMAILHOMY MPErapary xKejesa
ISl TIPUEeMa BHYTPb!

* BBICOKOE COJIePKaHue 9JIEMEHTapHOTO sKejie3a B TabJeTKe
(80—100 mr) st oGecriedeHrst CyTOYHOI 03Bl 3JIEMEHTAPHOTO
Fe(II) 100—-200 mr u 1o 300 mr Fe(I11);

* yno6¢TBO npremMa (OMH-/1Ba pa3a B CyTKH);

* XOpoIIast GUOOCTYITHOCTD JKeJIe3a;

* XOpOIIast NIeEPEHOCUMOCTD;

* MUHUMYM TIOO0UHBIX 3(hPEKTOB.

[Tpemnapars ;xesie3a jijis IpuemMa BHYTPb — Pa3JUYHbIE COJIH
JIBYXBAJIEHTHOTO KeJie3a U TIOJTMMAJIBTO3HBII KOMILIIEKC ITHIPOOKUCH
Fe(I1I) (tabu. 4.1). Comeprkanue JeMEHTaPHOTO JKeJjie3a B OHOMI
tabserke Kosebsercs ot 11 1o 100 mr. OT 5TOTO 3aBUCUT KOJIYEC-
TBO TabJIETOK, KOTOPOE HAJIO IPUHSATD B CYTKH.

Yno6Ho npuHUMaTh (OANH-/Ba pa3a B CyTKH ) TaK Ha3bIBaeMble
peTapjiHble TPerapaThl, KOTOPbie 00eCTIeYnBAIOT MOCTENEHHOE BCa-
CBhIBAHME JKeJre3a P KPATHOCTH ITpreMa ofinH pa3 B 12—24 1. B mpe-
napate TapardepoH ahheKT MPOoIJIEHHOT0 BCACHIBAHUS CO3/Ia€TCsI
GJaroapsi coJiepsKaHUi0 MyKOTPOTEa3bl — MYKOMOJUCAXapHU/IA,
MOJIYYEHHOTO U3 CJU3UCTON KUIIEYHUKA MEJIKOTO POTATOT0 CKOTA.
B npenapare copbudep-aypyJiec perapaubiii ahhexT obecnednna-
ercst 0co00il TEXHOIOTHEN JypyJiec, KOT/a JIeiCTBYOIee BEIeCT-
BO COJIEPKUTCST B Orosorndecky nHANGGEPEHTHO MIacTHKOBOI
marpuiie Ty64aroii cTpykTypsl. JKesne30 BbICBOOOK/1aeTCst CHavasa
U3 TIOBEPXHOCTHOTO CJIOSI CHCTEMBI, a 3aTeM TIOCTEIIEHHO 13 Hoee
rry6okux cioeB. OTyCcTeBIIMIA HOCUTEh Pa3pyIaeTCst U YAAJsIeTCsT
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Tabnauma 4.1
IIpenapartsi skesre3a /st ipeMa BHYTPb
HasBanue KosmuectBo cosu sxe- | Jlomosnu- Dopmbt
Jie3a U 3JIeMEHTAPHOTO TeJIbHOE BBINTYCKa
JKeJresa BEIIECTBO
Temocbep B 1 mur 157 mr xsopuza - PacTsop,
Fe n 44 mr Fe(II) (hraxomner
o 10 M
Axtudeppun 113,85 mr cysbdara Fe u - Kamncyurbr,
34,5 mr Fe(II) B 1 kam- CUPOIL
cyJie win B 1 MJ1 cuporia
Tapaudepon 256,3 mr cysbara Fe u | Mykonpore- | TabreTku
80 mr Fe(II) asa, ackopo.
KHCJIOTA
Temodep mpo- 325 mr cysbdara Fe u - Ilpaxe
JIOHTATyM 100 mr Fe(IT) B 1 npaske
Copbudep ny-  |320 mr cybdara Feu | Ackopbuno- | Tabaerku
pyJec 100 mr Fe(IT) Bas KUCJIOTA
Tuapokcuamo- 100 mr Fe(IIT) B 1 Tabum., - Kena-
JIMMAJIBTO3HBIH | 50 MT/MJT B KaIlIsx, TeJIbHbIE
KoMILiekc skese- | 10 mMr/mi B cupore, TabneTKH,
3a (IIT) — Masb- |20 Mr/mJ B pacTBOpe pacTBop,
Todep (Deppym- CHUpoII,
JIEK) KaTLT

u3 opranusma. [Ipu sTom camsucras obonouxa JKKT pasgpaskaercs
B HE3HAYUTEJIbHOI cTenenu, 6aarofaps MeHbIleil KOHI[eHTPaI[ii
JKeJIe3a P ero 3amenaeHHoM ocBoboxgenun. OcBoboxkaeHMIe
JIEMCTBYIOIIETO BEIeCTBA IPOUCXOAUT HesaBucuMo oT PH cpemb
JKKT. IIpenapar MoskeT ObITh Ha3HAYEH OOJIBHBIM C TUIIOAL{HbIM
COCTOSTHUEM.

[To60unbIe 2(DPEKTHI IPH MTPHEME MperapaToB jKejIe3a B pas-
JINYHO CTENeHN MPUCYIINA PAKTUYECKH KayKIOMY IIperapaTy u
MIPOSIBJISTIOTCSI, TIPEKIIE BCETO, CUMIITOMAaMU JIMCKOMGbOPTA €O CTO-
poubl JKKT. K HUM OTHOCSIT HAKJIOHHOCTD K 3all0paM HJIH IIOHOCAM,
n3MeHeHue I[BeTa Kajia (CTAHOBUTCS YEPHBIM ), TOITHOTY, TSKECTD B
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HO/LJIOKEIHON 0OJIACTH, METAJTMIECKUIT BKYC BO PTY. Y peTapIHbIX
dopm nperaparos Fe(IT) u mpenaparos Fe(I1T) mo6outbie achhexToi
MUHUMAJIbHBL.

Oc06EHHOCTBIO TIPEMApPaTOB TPEXBATEHTHOTO JKeJIe3a SIBJISIETCS
MHoroo6pasue popm (KeparesbHble TaOJIETKH, PACTBOP, CUPOI U
Karuin). ITo oueHb yao6Ho 1ist nedenus KA y nereit. [Tpemaparsr
B BHUJIE CHPOIIA COJEPKAT JAONOJHUTEIbHbIE caxapa U HallueHTbl
C caxapHbIM 1abeTOM JOJIKHBI BKIIOYATh UX B YMCJIO XJIEOHBIX

e/IUHUII.
Tabnuuma 4.2
IIpenapatsi cyabdara skejie3a KOMOMHUPOBAHHOTO COCTABA
IIpenapar | Kox-Bo Kozn-Bo [lomosmnutensHOE Dopmbr
coJu JJIeMeH- BEIECTBO BBIMTYCKa
JKeJie3a, | TapHOro
MI Fe(II), mr
TuHo-Tap- | 256,3 80 Donuesas kucnora | Tabiaerku
nmuhepoH 350 mr
AckopOunoBas Kuc-
gota 30 M
Myxormporeasa 80 mr
Denorex 150 45 Ackopbunosast kuc- | Karcys
sota 50 mr, BUTAaMm-
HbI Ip. B
®Denionne 150 45 AckopbunoBast kuc- | Karcynsr
Jiora 50 MT, BUTAMMU-
uel Tp. B
®Deppo- 100 37 AckopbuHoBast Karcys
dospramma xucaora 100 wmr,
¢ommeas kucaora
5 MT, IIHaHKOOaIaM I H
10 Mkr
Axrtudep- | 113,85 34,5 D, L-cepun 129 mr, Karicyobt
PWH KOM- (bosnmesas kucsora
MO3UTYM 500 Mkr, nankobasa-
muH 300 MKT
Depperabd 154 50 Dosnnesas kuciaora | Kamcyoibt
0,5 M
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IToMuMO COOCTBEHHO IpernapaToB Keje3a ¢ godaBieHUeM
ACKOPOMHOBOW KHCJIOTHI, CYIECTBYIOT IIPErapatsl cyibdara se-
Jie3a KOMOMHUPOBAHHOTO COCTaBa, KakK MPaBUJIO, ¢ BATAMUHAMME
rpyrmibl B (tabu. 4.2). Heo6xoquMOoCTH B BUTaAMHHAX IPYIIIbI B
npu sedennn JKJIA B npuninine Her. [ToaTOMYy KOMOMHUPOBaH-
HbIe TIPeTTapaThl MeHee MPeAOYTUTETbHEI 1J1d Jeuenus K/ A, uem
cOOCTBEHHO TIpenapaThl JKeJie3a.

Kpowme nperrapaToB skesie3a 1 ipreMa BHYTPb, CYHIECTBYIOT
npemnapatsl Fe(I1l) nnsa sayrpusennoro BBenenus: Fe(IIl)-ruz-
POKcHICaXapo3HbIi KOMITIEKC (BeHodep) B aMITyiax 1mo 2 Mt Ne 5
(50 mr Fe(II1) B 1 M) 17151 BHYTPUBEHHOTO KATIEJIEHOTO BBE/IEHS
u KapOoKcuMabrosar skejesa ((hepruHKeKT) B (hIakoHaX 110 2 MJI
Ne 5w 10 10 Mt Ne 1 717151 BHY TPUBEHHOTO KATIeJIbHOTO U CTPYHHOTO
BBezennd. [IpenmytiecTBo (heprHkeKTa 3aKTI0YAETCA B TOM, UTO CO-
3/IaHHAsT MOJIEKYJIa TIOJIMSIIEPHOTO JKeJie3a B yIIIeBOAHOM 000I0YKe
SBJISETCS aHAIOTOM MOJIEKYJTBI (hepPUTHHA. ITO JIaeT BO3MOKHOCTD
OJTHOKPATHOTO (32 0fHY UH(Y3UI0 ) BBEIEHUS 03Bl 3JIEMEHTAPHOTO
JKesesa, TpebyeMoil IUIst KOPPEKITUI AaHEMUHU U BOCIIOJTHEHUST JIETTO
JKeJie3a B OpraHu3Me.

Tepamnua K/ A mpoBoauTCs B IBA 9TaTA.

Ilepewiti sman — KynmmupoBaHUe aHEMUU 0 JOCTUKEHUST HOP-
MaJIbHOTO YPOBHS TeMOTJIo0nHa. ITo 00bIUHO 3aHnMaeT ot 1,52
1o 6 MecsiieB 1pu ripueme cpegHeit cytouHoi 10361 100-300 mr
aJIeMEeHTapHOTO JKeJesa.

Bmopoti sman — BoccTaHOBJIEHME JIETIO JKeJie3a B OpraHu3Me,
JTTETbHOCTHIO He MeHee 3—6 MecatieB. CpeiHne CyTOUHBIE 03B
skemeza 50—100 mr. [eeBoit ypoBeHb heppuTHHA TIPU U3TEYEHUN
JKIIA — ne menee 50 MKT/J1. B HEKOTOPBIX cilydasx HeOOXoAUMa
MOJI/IEPKUBAIOTIAS TEPATIUS ITPerapaTaMy jKeJje3a. ITO Te CUTYaI|H,
KOT/Ia COXPAHAIOTCA MMOBBITIIEHHBIE TIOTEPH Kesre3a N3 opranuama (He
y/IaeTCsT UCKJIIOYUTH MTOJUMEHOPPArHIio) UM UMEET MECTO MOBBI-
HmeHHast TOTPeOHOCTD B jKeJieae, HallpuMep, pu JakTainuu. B atux
cUTyanusx ciaeayet npuauMaTh 50—100 MT asieMeHTapHOTO KeJie3a,
7—10 TabseToK B MecsIIl.

IdddextusHoe sevenne ;KA npesanosaraer, IOMUMO BOC-
CTAHOBJIEHWS JIETIO JKele3a B OpraHu3Me, yCTpaHeHue TTPUINHBI
JneduinTa xemiesa.
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Pesucmenmmnocmo x mepanuu nepopairbHviMu npenapamami
Jicene3a BO3HUKAET TIPU HATMYUN aTPO(PUIECKOTO TaCTPUTA, ayTO-
UMMYHHOTO racTpuTa, racTputa ¢ Hasmanem uubeximu H. pylori,
BBI3BIBAIONTNX HAPYIIEHNE BCACKIBAHMA KeJe3a. [[pyras mpuamHa
HeahPEKTUBHOCTHU ITPENapaToB KeJje3a y JKEHIIUH — I1aToJI0THIec-
K1 OOMJIbHBIE MATOYHbIE KpOBOTeUeHMs. MaKCUMaJIbHbII TPUPOCT
remorsiobuna (1 r/J1 B eHb) 3a MeCsIl IPU TePaIiy [IpernaparaMu
JKeJste3a BHYTPh He nipebiaeT 30 /1. [Ipr 9ToM 0H MOKET TTOTHO-
CTBIO TEPSITHCS TTOCJIE OUEPETHON MEHCTPYaINK. B aTux cutyarmsix
6e3 MeIMKaMEeHTO3HOTO YCTPAHEHUST MEHCTPYaIini (Kak MEHUMYM )
BbLteunTh JK/[A Heb3s.

B cirydae pe3ncTeHTHOCTH K Tepanny MmperapaTaMi xKeje3a He-
06X01IMMO BepUMUIINPOBATD BbIlIEyKa3aHHbIE TPUYUHBI, BKITIOYast
uccienosanue Ha anturesna k H. pylori. Ipu ero BbisiBiennu moxa-
3aHa TPEX-YEThIPEXKOMIIOHEHTHAS dPAJAMKAIMOHHAS TePATIUs.

Ecii ieye6GHbIe MEPOTIPUATHS 110 KOPPEKIIUN BCAChIBAHMS JKe-
Jne3a ahderra He OkazasH, TPEOYETCs Teparvst pernapaTamMmu JKejesa
17Tt BHYTPUBEHHOTO BBe/leHus (BeHodep U QepuH:KeKT).

OcHoBHbBIE TTOKA3aHUS [IJIs1 BHYTPUBEHHOU Tepaluu KeJjie-
30M:

o JKIIA, cBsI3aHHAS C OITYXOJIbIO;

* ocsiepomoBasd /K/A;

* JKIIA 6epeMeHHBIX;

* aHEeMUSI TIPU XPOHUYECKON OOJIe3HM TToUeK (JIedeHre 1 mpo-
(bumakTUKa aHeMUH Ha AUaJIn3e U MPeAInaJn3HON CTaun);

* aHeMWs TIPU BOCTIAIUTENBHBIX 3200/IeBAaHIAX KUTITECUHITKA;

* aHeMUsl y MMAIMEHTOB B OT/ICJIEHUN PEAHUMAIINH;

* TIpeIoNePAIIMOHHOE Ay TOJIOTHYHOE JIOHOPCTBO;

* CHUH/POM MaJibabcopOInu Kejie3a (racTpaKTOMIs, Hapyliie-
HIUe BCAChIBAHW KeJie3a B KUIIeYHUKE );

o mskestas YKJIA ¢ mpogossKaonmmmcs KposoredenusMu (60-
se3ub Pangro—Ociepa).

CyMMapHYI0 /103y KeJjie3a PAaCCUUTBIBAIOT M0 (DOPMY.JIE:

Hb nauweHnTa, r/n
CymmapHas gosa (mr) = (15 — ) x Macca Tena, Kr x 3
10
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Benodep BomsaT mo 100-200 Mr BHYTPUBEHHO KalleJIbHO
Ha ¢uspacTBoOpe JBa-Tpu pasa B Hejeso. DepuHKEKT BBOISAT B
pazoBoii s03e 10 500 MT BHYTPUBEHHO CTPYyITHO, B 03¢ 1000 mr
BHYTpUBEHHO KaresbHo B 100 M (pU3MO0IOTUYECKOTO PacTBOPA B
TedeHue 15 MuH.

4.2. B,,-pecpmuntHan aHemMus

ITO aHEeMHUS ¢ MeraJo6IaCTHYECKIM THITOM 9PUTPOII093a, BO3-
HUKAIOIUM B pe3yJibrate feduira Butamuna B, ,. OtianunrebHbI-
MI Yepramu B -eduim ol aremMun KpoMe Meraio61acTIecKoro
PUTPOTIOI3A SABISIOTCS:

* BBICOKASI 4aCTOTA Y TIOKUJIBIX [TAllUEHTOB;

* TPEXPOCTKOBAs IUTONEHUS B epudepruyecKkoil KpoBY, MaK-
POIIUTO3 U TUIIEPXPOMUST SPUTPOIUTOB;

* HaJMYKe CUMITOMOB Hea(P(HEKTUBHOTO HPUTPOITI0I3a C BHYT-
PUKOCTHOMO3TOBBIM Pa3pylieHuEM 3PUTPOKAPUOIIUTOB;

* U3MEHEHWs] HEPBHO CUCTEMBI TI0 TUTTY (DYHUKYJISIPHOTO MU -
€J1033;

* 4acToe coueTaHue ¢ AyTOMMMYHHBIM aTPO(UUYECKUM TacT-
putoM u Haauune cuMntoMoB mopaxkenus JKKT, mpexae Bcero
[JIOCCHTA.

[TepBoe ommcarnme faHHONR 60JIE3HN OTHOCUTCS K Havaay 30-x
rozioB XIX crosnerusi u cBsI3aHO C UMEHAMU JIBYX KJIUHUIIUCTOB —
T. Annucona n A. Bupmepa. Hexoropoe Bpema B ,-nedunmriyio
aHEeMUIO TaK 1 Ha3bIBaJIM — OoJie3Hb Ajincona—bupmepa. JIpyroii
TEPMUH, 3aKPeIJIEHHbII 32 9TOW O0JIE3HbIO, — «[IePHUINO3HAST>
AHEeMIsI, VTN 3JT0KaYecTBeHHast aneMmust. Ha mpoTstkennu 6oJiee 4em
100 meT ¢ MOMeHTa ee OTMMCAHUS BPaul He pacroJarann achdex-
TUBHBIM CIIOCOOOM JIeYeHUsI U BBIHYKIEHDBI ObLIM HaOI0aTh 3a
[IOCTENEHHBIM, JIOCTATOUHO MYYUTEIbHBIM «yTacaHUEM» CBOUX I1a-
IUEHTOB C IIPUCOEITUHEHUEM TSIKETBIX HEBPOJIOTMUECKUX HapYIIIe-
Huil. B Hacrosiiiiee BpeMst TEPMUH «IIEPHUITIO3HAST> TPUMEHSIETCST K
B,,-nedunurnoil anemun, BOSHUKAIONIEN BCJIECTBIE Ay TOUMMYH-
HOTO racTpuTa U TpeOYIoNIei IOKU3HEeHHON TepaIii TapeHTepalb-
HbIM BUTaMuHOM B ,.
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IIpuuunbl nedunrTa BATAMUHA B,

I. Hapyuietue BcacbiBaHus BuTamuna B ,.

1. 3abosieBaHus 1 COCTOSTHUSI, TPUBOJISIIIINE K yTPaTe CII0c00-
HOCTHU CIM3UCTON KeJyAKa CUHTe3UPOBATh BHYTPEHHUI (haKTOp
Kactiist, HeoOXOMMBIi /IJIsT BCachIBaHUsT KOOATaMITHA:

* AYyTOMMMYHHBIN TaCTPUT,

* TACTPIKTOMUSI,

* BO3/IeliCTBIE HA CIU3UCTYIO BEMIECTB, OKA3bIBAIOTIINX KOPPO-
3uiHOe JlelicTBUE (3TUIIOBBIU CITUPT),

* «<MHEPTHBIN» BHYTPEHHNH (PaKTop.

2. 3aboJieBaHUsT KUIIIEYHUKA ¢ OOIIMM CHUKEHUEM KUIIEYHOTO
BCACBIBAaHUSA W M30JMPOBAHHBIM HAPYIIEHNEM BCACBIBAHWS BUTA-
muHa B,

* HacJeACTBeHHas Maababcoprus BuTamuna B, (cuHapom
Nmmypeayua—Ipecoeka),

* JIEKapCTBEHHO-00YCIOBIEHHAS MaTbabCOPOITHst (HHTUOUTO-
PBI IPOTOHOBOM TTOMITBI, MET(OPMUH, XOJIECTUPAMUH ),

* TPOTIYECKOE CIPY, TIeJTNAKUS, PETHOHATHHBIN UIEUT U Mac-
CUBHbBIE PE3EKIINU MOIB3/IOIIHON KUIIIKU.

I1. KonkypenTtHoe motpebienne KobaraMiHa B TPOCBETE K-
IIEYHUKA 10 MOMEHTA BCAChIBAHUSI.

1. IncH6akTeprno3sl, 0COOEHHO TPH 3a60JE€BAHUSAX U COCTOSI-
HUSIX, COTIPOBOSK/IAIONIIXCS BBIKJIIOUEHIEM KUIIEYHON TPYOKU 13
rmaccaka MUIIeBOTO KOMKa (IMBEPTUKYJIE3 TOHKOTO KATTETHIKA,
JKeJTYI0UHO-IyO/IeHATbHbII aHACTOMO3 «KOHEII-B-00K» ).

2. I'nmuctuple nHBa3NU (IMTUPOKWIL JIEHTEIT).

I11. AuMeHTapHBIN TUIEBON 1e(PUIIUT — CTPOrO€e BEreTapu-
AHCTBO.

Knaccuyeckas kimmanyeckas kaptuna B, -nedunurhoii ane-
MU BKJIIOYAeT TPU OCHOBHBIX CHHAPOMA: aHEMUYECKNT, CHHIPOM
JKeJTyI0UHO-KUIIIEeUHbIX HAPYIIeHUH 1 HeBPOJIOTUYECKUL.

JlnarHocTtuka B12-,Z[e(1)I/IHHTH0ﬁ aHeMWU TpearoaraeT aBa
00s13aTeJIbHBIX ATAla:

A. BoraBiienne aneMun M JIOKa3aTeTbCTBO eDUTTTa BUTAMNU-
Ha B,,.

b. Berasrenne npuannbl qedpunmra Butamuna B,,.

Kpumepuu duaznosa B, ,-Oepuvyummnoii anemuu:
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1. smenenus B ananuse kposu: anemus (Hb <130/120 r/ux),
makporutapuag (MCV >100) umu nopmornurapuas (MCV 80—
100), HOp™MO-, Tunepxpomuast (MCH >35) ¢ usmeHeHneM Mop-
($hosOTHN APUTPOIUTOB: AHU3OIUTO3 € TIPE0bIaaHIEM MaKpPO-
1uTo3a, rurnepxpomun (RDW >14,5%), Hanmudaue B 5pUTPOIINTAX
tesiert JKosun, koserr Kebota; runopererepatoptast; BO3MOKHBI
TPOMOOLIUTONIEHNS, JIEHKOIIEHHS ¢ HEUTPOIIEHUEN, MAKPOLIUTO3 U
rurepcerMeHTaIus HeTPOMUIIOB.

2. CHusKeHne KOHIEeHTPaluu BUTaMuta B, B CbIBOPOTKe KPoBH.
[Tpu KoHeHTpalu KobamaMuHa HusKe 220 1T /Ml PEKOMEH/YeTCst
HAYMHATH TEPATNIO CallTlJIEeMEHTAIMK [IMaHKOOATaMITHOM.

3. Hammune cuMmToMOB HeahheKTHBHOTO 3PUTPOTI03a C TTPH-
3HAKAMMU TIOBBIIIIEHHOTO PACIIajia FeMa 1 9PUTPOIUTOB: yMEPEHHOE
HOBBIIIEHIE HenpsiMoro OuanpyOouHa, nossimnenne JI/IT, cHuskenue
ranTorJI00nHa.

4. Ycranos/ieHHas npudKHa gedunura putamuna B, .

5. dddexT or Tepanun BUTAMUHOM B, ,: peTHKyI0INTAPHbII
kpu3 — 10—20-kpaTHOE TOBBITIIEHE YPOBHS PETUKYJIOITUTOB B aHa-
JIN3€e KpOBU Ha 5—7-1 JIeHb OT HayaJia Tepaliy [MaHKOOATaMITHOM.

B cayuae knaccuveckoit kaptunbl B ,-nedunurHoit anemun
(MakpoIiMTapHas, TMIIEPXPOMHAsT, TUTIOPEreHePaTOPHAst ) U BbIsIBJIE-
HUS CHUKEHHOI KOHIIeHTpaluu BUTaMuta B, B cbIBOpoTKe KpoBu
UMMYHO(hEPMEHTHBIM METOIOM aOCOJIFOTHBIE TOKAa3aHUsT K TIPOBe-
JIEHUTO TIYHKIIMW KOCTHOTO MO3Ta JIJIS I0KAa3aTeNbCTBA HAJTNINS
MerajobJIaCcTHYECKOT0 9PUTPOII0I3a OTCYTCTBYIOT.

[Ipy HEBOBMOKHOCTHU OINPEAETUTh KOHIEHTPAIUIO BUTAMU-
Ha B, B CbIBOPOTKE KPOBM MOP(OJIOrHYECKOE UCCIEJ0BAHNE KIETOK
KOCTHOTO MO3Ta BBISIBJISIET MEraio0IacTuIecKuii apuTporioas. [TyH-
KTart, KaK IIPAaBUJIO, TUTIEPKJIETOYHBIN 32 CUET KJIETOK APUTPOU/THOTO
psiia. IPUTPOKAPUOIMTEI KMEIOT MOP(HOIOTHIO METaT00IaCcTOB.
Jlist MerasnobractoB (3pUTPOKAPUOIUTOB B YCJIOBUSIX JebUIin-
Ta BUTaMHUHa B, 1 (hommeBoii KUCTIOTEI) XapaKTepHbI GOIbIIIHe
pa3mepbl, 6a30buIbHAS IIUTOILIA3Ma, HE)KHASI XPOMATHHOBAsI CETh
S7ipa He TOJIbKO Ha PAHHWX, HO U HA TIO3/THUX CTA/INSIX CO3PEBAHNA.
MakponuTos OT/in4aeT U KJI€TKHU IPAHyJIOIUTAPHOTO Psijia C TUIIEp-
cerMeHTaImel aaep Heirpodnmon. KoamdaecTBo MerakapmoInToB
00BIYHO HOpPMaJIbHOE. B TsKebIX corydasix HabJII0at0TCsl YMeHb-
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HIeHUE YUCJIA MEraKaPUOIUTOB, UBMEHEHUSI B MX SI/[PAX, HATIOMUHA-
[OlI[ie M3MEeHEeHMsI B Merajio0/1acTax, i TPOMOOIUTOTIEHHS.

Huddepennuanbnas quarnoctuka B -nedunnrhoii anemun
ydeToM CTpyKTypsl MakporTapubsix (MCV <100) n nopmoruTap-
HbIx (MCV 80-100) anemuii mpeamoJiaraet rnpeskie Bcero audge-
peHIanuio ¢ poareBoaeUINTHON aHeMIEH, TeMOTUTUIECKITMU
AHEeMUSIMU 1 MUEJIO/IUCTIIIACTUYECKUM CUHPOMOM. BTOPBIM aTariom
muddepeHTIaTBEHON TUATHOCTUKY SBJISETCS yCTAaHOBJIEHNE TTPU-
unHbl gedunura BuTamuHa B, .

Jleuenue. /[neTa He UMeeT CAMOCTOSATENBHOTO 3HAUeHMS. Oc-
HOBHBIM METO/IOM JIEYEHUSI SIBJISIETCS] BHYTPUMBbIIIIEYHOE BBE/IEHUE
BuTaMiHa B, — uankobasamuna. [{nankobasaMuH MPUHSATO Ha-
3HavaTh B 103e 200400 MKT, B TSJKEIBbIX CUTYallUsIX — JIBa Pa3a B
CYTKH, a Jatie ot pa3 B cyTku. Kypc amurcs 4—6 Heness.

Hna npodunaktuky pennausa B, -nedunntHoi anemun B moc-
sieyioreM moxknsneHHo BBoAT 200—400 MKr mpemapata — o/IiH pa3
B Mecsiit wim Kypcamu 1o 10—14 unbexiuit ouH-/1Ba pasa B ro/l.

Beenenue (omesoii kuciotsl npu gedunnte Butamuna B,
He 11oKasano. bosee Toro, ieyenue ogHoi (hoaMeBON KICI0TOI Oe3
BUTaMKHa B, MOKeT yXyAImuTh COCTOAHNE M YCUIUTH HEBPOJIOTH-
YEeCKYI0 CUMIITOMATHUKY.

IIpenapaTos xemesa npu nepunnre BuTamuna B ,, Kak mpasu-
JI0, He TpebyeTcsi, ecaiu HeT JAeduinTa xesesa. B oTaebHbIX CI1y-
Jasgx Tpermaparsl Jkejie3a HazHavdaioT uyepe3 7—10 gredt ot Havada
BBe/leHUA BUTaMKMHa B, mocie nojyyenns peTuky/io1uTapHoro
KpW3a C 1eJIbI0 CTUMYJISIIUN 9PUTPOII093a.

4.3. donueBogeduLMTHaAA aHEMUA

ITO aHEMUSI ¢ METATOOIACTHIECKIM TUIIOM APUTPOII0932, BO3-
HUKAIOIIUM B pesyJibraTe fedunura GoneBoil KUCIOThL.

Ilpuuunsl nedunura ¢oaueBoii KHCIOTHI:

I. Hapymenue mocTymienns u BcachiBaHUS (POJMEBOH KuUC-
JIOTBI.

1. Huskoe cozmep:xanue ¢osaToB B MAIIE: Y MOXKUIBIX TTPH
OrpaHUYeHHOM yTIOTpebJIeHnu OBoIel u (DPYKTOB; IIPU HEPBHOI
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AHOPEKCUM; B CTPAHAX C HU3KUM 9KOHOMUYECKUM Pa3BUTHEM, I'7I€ B
MUIIIEBOM PAIOHE MTPE0OIAIAI0T KPAXMAJIBI 1 3ePHOBBIE TIPOYKTHI
[IPU HU3KOM COJIEPKAHUK Msica, PBIOBI U OBOIIIEN.

2. Hapymienne kAneyHoro BcachiBaHUs (POJMEBON KUCTOTBL:
MacCCHUBHasl Pe3eKIUs TOHKOTO KUIIIEYHUKA, TPOITUUYECKOE CIIPY, 11e-
JINAKWs, Ty4eBble KOJTUTDI.

3. JlekapcTBEHHBII aHTATOHNU3M — ITPUEM JIEKAPCTBEHHBIX TTpe-
maparoB, 06JIaAI0NIX aHTU(OJATHBIM IeHCTBUEM: CYTb(haHIa-
Muz0B (cysbdocaniaszut, UCIOJIb3YEMbIH JJIMTENbHBIMU KypCaMu
JUIST JIeYeHISl IMMYHOBOCITAJIUTEIbHBIX 3200JIeBaHU I KUIIIEYHNKA),
POTUBOCYIOPOKHBIX ITperapatos ((heHuTorH, kapbamaserH, dhe-
HOGapOUTAN ), OpabHBIX KOHTPAILIEIITUBOB TIPH JJIUTEJbHOM TIPU-
eMe, IIUTOCTATUKOB M3 TPYIIIbI aHTUMETa00UTOB (METOTPEKCAT,
MEePKAITOIYPUH, IUTOPAOKH).

I1. CocTosiHust, COIPOBOKIAIOIINECS TOBBIILIEHHON IOTPEOHOC-
TBIO B (posineBoil KUCIOTE.

1. BepemenHOCTD, MJIajIeHUECKUIT BO3PACT.

2. AJTKOTOJTM3M ¥ aJTKOTOJIBHOE TTOBPEsKCHIE TTEYeHN.

3. TemosuTnveckre aneMuu U 3a00JI€BaHKS C MTOBBINIEHHOM
KJIETOUHOM posrdepaliieis, BKIodasd IepBUIHBIN (MANOTATITIeC-
K1il) Mresi0huOpPo3, MHOKECTBEHHYIO MUEJIOMY, TICOPHUA3.

Krmaccuyeckast kmuHuYeckas KapTuHa QosineBoiepuImTHOHN
aHEMUU BKJIIOUAET AaHEMUUYECKUI CUH/IPOM, a TaKKe MPU3HAKU U
CHH/IPOMBI 3200JIEBAHIST UJTH COCTOSTHUSA, SIBJISTIOTIIUECS TPUYHHAMI
pazsuTus gepuita GoaaTos.

Kpurepun nuarnosa donmeBoneuninTHON aHEMUT:

1. I3ameHeHust co CTOPOHBI aHATN3a KPOBU, UIEHTUYHbBIE TAKO-
BbIM 11pu B ,-nedunmrroit anemum.

2. KonienTpaimus GoJmeBoil KUCJIOTHI B CBIBOPOTKE KPOBU
HIDKe 3 HT/MJL.

3. Hasmmune cumntoMoB HeahPEKTUBHOTO 3PUTPOIT03a C TIPH-
3HAKaMU TIOBBITIIEHHOTO pacmajia TeMa U 9PUTPOITUTOB: yMEPEHHOE
HOBBIIIIEHKE HeNPsIMOTo OunpyOrHa, osbinenue JI/IT, cHuskeHue
ranTorJI001Ha.

4. YcranoiieHHast npuynHa geunnta GoareBoil KUCIOThI.

5. Addexr ot Tepanun GHoJMEBON KUCIOTOH: IIPUPOCT TEMO-
r100MHa U SPUTPOLUTOB.
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IIpodunakruka u gevenne. [Ipodunakruka doaueBogedu-
[UTHOI aHeMUM: yrioTpebIeHre B IUIIY 3eJIeHbIX 0BOIIEH, TpHGOB,
neyeHu, mouek. ITpodumakrrnueckuii mpuem rpenapaTon GoTueBON
kucsiotel (Mamudot 0,4 mr, ponmesast kucrora 1 mr, hoJiari 5 Mr)
nokazan B 7103e ot 0,4 (0,8) Mr 10 5 Mr/cyT 3a 3 MecsiTa /10 HacTyTI-
JieHust GepeMeHHOCTH 1 B Tieproj GepemenHocTH. JleyeGHas 103a
(hoseBoi KUCJTIOTHI cocTaBisieT 1—5 MT B CYyTKH B TeueHne 3—4 Me-
csrieB. OHa OKa3bIBAETCS IOCTATOTHON asKe B CITydae HapyIeHHOTO
BcachiBaHust (hosmeBoi KUCa0Thl. OOBIYHO HE IPUXOMTCS IIPHOETaTh
K TTapeHTepaIbHOMY BBefieHnto (osneBoit kKucaothl. [Ipu coxpane-
HUU TIPUYUHBL lehuiiuTa HoJaaToB MOKa3aHO TPOIOJIKAT IPUEM
(homeBoit KUCTOTHI B TIOIepsKuBarotieit qose 0,4—2,5 Mr/cyT.

4.4. AHeMusi XpOHUYECKUX 3aboneBaHnN

ITO aHeMUsl, aCCONMMPOBaHHast ¢ 3ab60JIeBaHEM, B OCHOBE
KOTOPOTO JIE)KUT OCTPOE WM XPOHUIECKOE BOCTIAJIEHNE, BKIIIOUAT
OITyXOJIEBOE, C N30BITOYHBIM CUHTE30M ITPOBOCITATUTETbHBIX ITUTO-
KITHOB, IPUBOIATINM K KeTe30/1e(UITMTHOMY 9PUTPOTIO3Y.

[TaTostorusi, accoruupoBaHHast ¢ Pa3BUTHEM aHEMUU XPOHU-
4eCcKMX 3a60JIeBaHIIA:

I. Bocnanuresbhble 3a60eBanns (OCTPbIE 1 XPOHUYECKHE):

1) Bupycnoii atnonornu (BNY);

2) bakTepuaIbHON ATHOJIOTUH (XPOHUYECKIE JIETOYHbIE HH(EK-
1n, HHGEKITMOHHBIN 9HI0KAP/NT, 3a00I€BaHNsT OPTAHOB MAJIOTO
Taza, OCTEOMUEIUT, PEBMATU3M, CU(DUITNC, MEHUHTUT);

3) rpubKOBOIT HTHOTIOTHH (CUCTEMHBIE MIUKO3BI);

4) mapasuTapHble HHPEKITUH.

I1. 3abosieBaHus ¢ OMYXOJEBBIM BOCTIAICHUEM:

1) omyxoJii TeMOTIOATUYECKON TKaHU;

2) commanble Oy XOJH.

ITI. AyrouMmyHHBIE 3a00JI€BaHIsT U XPOHUYECKHE HenH(DEK-
[IIOHHBIE 3200JICBAHU:

1) muddysubie 3ab0aeBaHsS COEMHUTENbHON TKaHK (PeB-
MaTOWJHBIN apTPUT, CUCTEMHAsT KpacHas BOJYaHKa, CUCTEMHBIHT
BACKYJIUT);

151



Yactb 2. 06Lias rematonorus

2) capkouos;

3) TsoKesad TPaBMa;

4) oxoru;

5) HecrenupuIecKuil sI3BEHHbIN KOJIUT.

IV. Peakiiust oTTOpsKEHUST TIPU Tlepecajike COJMAHBIX Opra-
HOB.

V. XpoHuueckre BoCHaniuTeIbHbIe 3a00JIeBaHUSI [T0YEK.

AHemust XPOHUYECKHUX 3a00J€BaHUNA — BTOpast 10 4acTOTe
BCTPEYAEMOCTH Pa3HOBUAHOCTH aHeMun rocye JK/[A.

B narorenese aHeMuu XpOHHYECKHX 3200JIEBAHUIT UTPAIOT POJTH
caenytoiue hbakTopbl:

* YKOpPOYeHUeE TTPOIOJKATETbHOCTH SKU3HN 9PUTPOIIATOB (/10
80 nueit);

* HapyleHne MeTaboJII3Ma JKeJie3a;

* HeaJ/leKBAaTHAS TPOAYKIIMS 9PUTPOIUTOB KOCTHBIM MO3-
TOM;

* OTHOCHUTEJIbHASI HEJ[OCTATOYHOCTD 9PUTPOIIOITUHA.

Hapyerne metabosm3Ma skesie3a BBI3BAHO MOBBITIEHHBIM Ha-
KOILJIEHUEM 1 PEIUPKYJISIINE MUKPO3JIEMEHTA B KJIETKAX PETUKY -
JIOH/IOTETMATBHON CHCTEMBI (B JIETIO ) CO CHIYKEHUEM €T0 KOTMIeCTB
B IUPKYJISIIAK U 9pUTpoHe. /laHHbIi (heHOMEH CBsI3aH ¢ M30BITKOM
MTPOBOCTIATTUTETbHBIX IUTOKUHOB (MHTepJIelikHa- 1, nHTephepona-
ramMma 1 (hakTopa HEKPO3a OITyXOJIM ), BbI3bIBAIOIIUX MTOBBINIEHUE
cunTesa rercuuHa. OH, B CBOIO 04Yepe/Ihb, BANLET HA JETPAIAIUI0
dhepponiopriuHa — 6Gesika, 0TBETCTBEHHOTO 32 TPAHCIIOPTHPOBKY JKe-
sie3a n3 kaetok cansuctoit JKKT n makpodaros B mnpkyigTopHOe
PYCJIO U flajiee B KPACHBIN KOCTHBIN MO3T.

[TpoBocHanuTeNbHble MUTOKUHBI HHIMOUPYIOT HOPMaIbHBIN
PUTPOII033, OJIABJISISI OTBET APUTPOU/THBIX IIPEIIIIECTBEHHUKOB Ha
PUTPOTIOITUHOBYIO CTUMYJISIINIO. DTO IPUBOUT K OTHOCUTETBHO
HezocTaTouHOCTH 9HIoreHHoTro 1O, KoHIleHTpaIrs KOTOPOTro, Kak
TIPABUJIO, TTOBHITIIEHA BCJIEJICTBYE CAMOU aHEMWH.

ITpu aHeMuu XPOHUYECKUX 3a00JIEBAHUI PACIIPOCTPAHEH CO-
MyTCTBYIOMWH enninT (hOTMEBOI KIUCTOTHI.

Kaunnyeckass KapTHHa aHEMUW XPOHUYECKUX 3a00JIeBaHMI
BKJIIOYAET aHEMUYIECKHIT CHHIPOM U CUMITTOMOKOMILIEKC 3a00J1e-
BaHWsI, COITPOBOXKIAIOIIETOCS XPOHUUYECKUM BOCIAJIEHUEM.
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Kpumepuu duaznosza anemuu xponuueckux 3aboiesanuii:

1. IameHeHust co cToponbl aHam3a kposu: anemust (Hb <130/
120 r/n), muxporutapuas (MCV <80) niu nHopmorurapuas (MCV
80—-100), rumoxpomuas (MCH <24), runiopereneparopHasi, ¢ u3me-
HeHueM MOP(MOIOTHH SPUTPOIIUTOB: AHU3OIIUTO3 C TPe0dIalaHIeEM
MuKpoiuTo3a, rurtoxpomun (RDW >14,5%), Bo3MoOsKeH peakTHB-
Hblit Tpom6oruTos (PLT >450,0x10°/1), nossimenue COD.

2. Pesynbrarsl uccaenoanus ooOmena xeneza: CD Gosee
30/100 Hr/mJ1, 5KeJie30 CHIBOPOTKU KPOBH CHUIKEHO.

3. Hasrmuwe 3a60J1eBaHmst, COMTPOBOKIAIOTIETOCS XPOHUYECKUM
BOCTIAJIEHUEM.

Jleyenue. IlatoreneTuyeckoil Tepanueil ABJjsieTcs JieueHue,
HAIPaBJIEHHOE HA YCTPaHEeHre XPOHUYECKOTO Boctasienus. B ciy-
Yae COTyTCTBYIOIIETO JKeJ1e30/1eDUITMTHOTO cOCTOSTHUS ((hpeppuTH
< 100 Hr/MJ1) B Tepanuio BKJIIOYAIOT rpernapaTs xKejesa. C 1esbio
CTUMYJISITIN 9PUTPOITI093a OKA3AHO MCIOIb30BAHNE PEKOMOMHAH-
THBIX 9pUTPOII0ITHHOB B 103€ 150—300 ME Ha 1 Kr MacceI Tejia Tpu
pasa B HeJIeJTio.



Maea 5

CHAEPOB(ACTHDIE AHEMHH
H T’EMOXPOMATO3bI

ITO pasHble 0 MEXaHU3MY BO3SHUKHOBEHUS U KIMHIUYECKUM
POSIBJICHUAM 3a00JI€BaHus, 001Iast YepTa KOTOPBIX — U30BITOYHOE
HaKOTJICHHUE JKeJie3a B OPraHaX U TKaHSIX OpraHu3Ma.

5.1. CupgepobnactHble aHeMuu

IT0 rereporeHHast Tpyiina 3aboJeBaHui ¢ HeaJleKBaTHBIM CHH-
TE30M reMa M [TOBbITIIEHHBIM HAKOTIIIEHUEM JKeJie3a B MUTOXOH/[PHSIX
PUTPOUJIHBIX TIPEIIECTBEHHUKOB. B HOPMaIbHBIX 9PUTPOKAPHO-
uTax (9PUTPOUIHBIE TIPEIIECTBEHHUKN) B KOCTHOM MO3T€e TpU
[IUTOXUMUYECKOI OKpacKe GEPJIUHCKOI J1a3yPhIO BBISIBJSIOT JIBE-
TPU CUHUE JKeJIe30Co/IeprKaliue TPanyIbl — CHepOcoMBbl. KieTkw, B
KOTOPBIX HAXO/ISITCS TPAHYJIbI sKeJe3a, Ha3bIBAIOT CHIEPOOIACTAMU.
[Tpu cunepobaactroii anemun (CA) skesre30co/iepskaliie rpany bl
6oJiee KpyTHbIE 1 OOHAPY;KUBAtOTCst boiee ueM B 15% apuTpOUIHBIX
[PE/IIeCTBEHHUKOB, HJIH UMEIOTCST KOJIBIIEBU/HbBIE CUEPOOIACTBI.
KoubrieBuiHbIMU CHIEPOOIACTAMU TIPHHSITO HA3bIBATH HPUTPOKA-
PHOTIUTHI ¢ GoJiee YeM 5 JKeJIe30COIePKAIMMHI TPaHyJIaMuU, Pajii-
AJIbHO PACIIOJIOKEHHBIMU BOKPYT si/Ipa.

Boiesstior iBe rpyImbl cuaepobaacTHbix anemuit (Tabur. 5.1)
B 3aBUCHMOCTH OT MEXaHU3Ma Pa3BUTH: 00YCJIOBIEHHbIE HAPYIIIe-
HUEM CHHTE3a TeMa U MUTOXOHAPUATBHOU ANCHYHKITIEN.

HacneacrBennubie CA 00yc/OB/IeHbI TEHETHYECKUMU 13-
MeHeHusAMA. VX, Kak TpaBuIo, IMarHOCTUPYIOT y /leTeil Ha OCHOBA-
HUM KJIMHUYECKUX MPOIBIEHUN (CUHAPOM MEPETrPy3KHU JKeJIe30M )
Y TEHETUYECKOTO aHalIn3a. B JeyeHnn HacTe/CTBEHHBIX CU/IEPO-
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Tabnauma 5.1
Krnaccudukanus cumepo61acTHbIX aHeMHiA
CA Hapymienne cunresza rema | MUTOXOHIpUATBHBIE TUCHYH-
KITAN
Hacnejc- | X-cuernsiennas cumepo- Cunzapowm ITupcona (cumepo-
TBeHHbIe |OJracTHas anemus (Je- 6JsacTHAsT aHEMUS C TTOB-
urut 5-amuHoOIEBYTE- pek/ieHueM 9K30KPUHHON
HATCUHTETa3bl, 00JIEI0T (byHKIIUM TIO/KETYIOUHO
MPEUMYTIECTBEHHO MY:K- | JKEJIe3bI)
YIHBI ) TwaMuH-3aBUCHMas MeTayio-
IPUTPOIIOITHYECKAS TTOP- | GJIacTHAST aHEMUS
upus (penkoe zabosesa- | MUTOXOHAPUATbHAS MUAO-
Hue, orcano 200 caydaes) |maTust ¢ cunaepobIacTHORM
aHemuen
[Tpno6- | CumepobiacTHbie aHeMuK | MUEJOANCTIIIACTUIECKITE
peTeHHBIE | TEKapCTBEHHOTO M TOKCH- | CHHAPOMBI (pedpakTepHas
YeCKOro remnesa aHeMUS € KOJTbIIeBUAHBIMU
cuepobactamMn)
AHemust, 06yCTOBICHHAST
NeUITUTOM MeIn

0JIACTHBIX aHEMUIl CTIOMb3YIOT IMPHIOKCHH (BUTaMuH B,) B 103e
50-200 mr/cyT. [TpodmrakTruka 1 sedeHne meperpy3Ku Keae30M
nokasaHa G0JIbHBIM ¢ TpaHC()Y3NOHHO-3aBUCHMOIT aHeMueid. Vc-
MOJTB3YIOT XEJIATOPHI JKeJie3a: ecepanb — 12-gacoBast MOAKOKHAST
nHdysust 40 Mr/Kr-1eHb — 5 THEN B HEIEIO.

IMpuo6perenubie CA JieKapCTBEHHOTO ¥ TOKCHYECKOTO
reHe3a MOTYT BO3HUKATH IPU aJIKOTOJIN3ME, & TaKIKe TIPU JTeYeHIU
TyOepKyJIocTaTHKaM¥ (M30HUA3UIOM, PUDAMITUIIMHOM, PesKe M-
PasUHAMUJIOM U ITUKJIOCEPUHOM ) U XJI0paM(beHUKOIOM (JIeBOMUIIE-
TUHOM ) U3-3a HapymeHns MeTabo/msma Butamua B,. K Tokcumam,
BBI3BIBAIONTUM CA, OTHOCAT ITUHK (SBJISIETCS TPUINHOTN AecbuIuTa
Me/) U cBUHeIl VIHTOKCHUKAIUsST CBUHIIOM OOYCJIOBIMBAET HAPY-
HeHre CUHTe3a MOP(GUPUHOB U TEMA.

CA npu depuvume medu. Jleurur Mean GbIBaeT CIEACTBHEM
MHTEPCTUIMATBHON MaIbabCOPOIIUH TOC/IE TaCTPIKTOMUM, Hecha-
JIAHCUPOBAHHOTO 110 Me/IU MTAPEHTEPATBHOTO IIUTAHUS, 2 TAKIKE MO-
JKeT BOSHUKHYTb M3-32 JICUECHUS XeJIaTOpaMU MeIu TIpu GoJIe3HI
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Bubcona. Menb — K0(haKkTOp MHOTHX OKUCJINUTENTbHO-BOCCTAHO-
BUTEJHHBIX (DEPMEHTOB U IEPYJIOTIA3MUHA, HEOOXOIMMOTO JIJIsT
BCaChIBaHUS jKesie3a U cuHTe3a rema. /lecdburur menu Ha crajauu
reMaToJIOTHYECKUX M3MEHEHUH TPOSIBIISIET ceOst HOPMO-, MUKPOITH-
TapHOI aHeMueil, HelTporeHrel U TpOMOOIUTOIIEHIEN, CHUKEHIEM
KOHIIEHTPAINH 1IePYJIOTJIa3MIHA B CBIBOPOTKE KPOBH.

IMuarnoctuka npuoopereHnbix CA 0CHOBBIBAETCS Ha BbISIBJIE-
HUM aHEMUM PA3JIMYHON CTEIIeHU TSIKECTH — OT JIETKOM /10 KpaliHe
TSIZKEJION, KaK MMPaBUJIO0, MUKPO-, HOPMOITUTaPHOM, HOPMO-, THUIIO-
XpoMHOH. Makporutaptasg aneMus MoxkeT umeTs Mecto ipu M/[C:
pedpakTepHOIl aHeMUH C KOJIbLEBUAHBIMU cuziepobactamu. B mas-
Ke mepudeprieckoil KPOBM MOMUMO THITOXPOMHUH 3PUTPOITUTOB
ob6HapysKuBaOT 6a30(UIbHYIO 36PHUCTOCTH (ITYHKTAIMS ) 9PUT-
POIUTOB. ITO rPAHyJIBI CHHE-(HUOTETOBOTO UM CHHETO 11BETA, Pa3-
JIMYHOTO Pa3Mepa, PacIioyIiaraloTcs Jalile 1o nepudepun apuTpoImuTa
WJTH HOPMOOTACTa, TPEICTABIISIOT COOOM arpernpoBaHHbIe OCTATKI
prbocoM. DpUTPOIUTHI ¢ 6a30(PUIBHON MyHKTAIIUEH BISIBIISIIOT B
(bmkcrpoBaHHBIX Ma3Kax KPOBH, OKPANIEHHBIX TT0 POMaHOBCKOMY,
a Tak)ke TIpU OKpacke MeTnieHOBbIM cHuM (110 Dpetidennay).
Y 3110pOBBIX JTIO/IEH KOJIMYECTBO SPUTPOIUTOB ¢ 630D UITHLHOI Ty H-
krainueil kosnebsercst ot 0 10 3—4 Ha 10000 spuTPOLKUTOB.

Kpome aHeMu#, MOTYT UIMETH MECTO TPOMOOITUTOTIEHHUST U HETi-
tponenust. Conepskanue xesue3a, heppuUTUHA B CBIBOPOTKE KPOBU
MOBBITIeHO. BerepcTBre HeahHeKTUBHOTO 9PUTPOIT033a MOKET
ObITH yBeJIMYeH ypoBeHb HenpsiMoro ounupybouna, JI/IT, cHuskeHO
coziepsKaHue TanTorJao6nHa.

[Ipu uccieoBanny KOCTHOTO MO3Ta BBISIBJISIIOT 9PUTPOUIHYIO
TUTIEPILIA3HIO, TTIOBBIIIEHHOE KOJIMYECTBO CHIEPOOIACTOB MU KOJTb-
nieBuziHbie cuepodactsl. [pu MIC nmeeT MecTo 0iHO-/IBYX-TPeX-
POCTKOBAas TUCIIA31s KPOBETBOPEHMS.

Jleuenune npuodperennsix CA 1pejosiaraer ycTpaHeHue Jje-
KapCTBEHHOTO ¥ TOKCUYECKOTO (haKTOPA, NCTTOIb30BAHNE THPHU/IOK-
cuna (Buramuna By), kak n npu nacnencrsennbix CA. ITpu tskenoit
aHEMUU TTPUMEHSIOT 3aMECTUTEIbHYTO TePATTHIO PUTPOITUTAPHON
Maccoii. /I npodunakTuky v JedeHuss BTOPUYHON Teperpy3Ku
JKeJIe30M MCTIOTb3YIOT XeJIaTophl Jkese3a: gedepokcamMut (secde-
paJib) i aedepo3upokrc (AKCUIKaT).
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5.2. lemoxpomaTo3bl

TeMoXpoMaTo3bl HacAeACTBeHHbIe (IEPBUYHbIE) WU IPHOO-
perenmbie (BTopuUHbie) — 3a60IeBaHNs, BHI3BAHHbBIE HAPYIICHIEM
MeTabom3Ma JKejie3a (<«IUTMEHTHBIN [UPPO3», WU «OPOH30BbII
auabers ).

HacnencrBeHHBbINl (HIepBUYHBIN) TEMOXPOMATO3 —
reHeTHYeCKr 00yCIOBICHHOE HapyIleHne MeTabo 3Ma JKelesa,
¢ HEKOHTpospyeMoit abcopoiueii ero u3 JKKT u oTioskeHnem B
Tevenn, KoxKe, Ceprie, CycTaBax, THIIO(Mu3e ¢ MOCTeaYIONIIM TTOB-
PeKIeHNEM KJIETOK U pa3pacTaHueM COeJMHUTEIbHON Tkanu. Kak
HACJIEICTBEHHOE HapylIeHue MeTaboIM3Ma JKejie3a epBUYHbII
reMoxpomaros ObLT BriepBbie upentudunuposan G.H. Sheldon
B 1922 r. YactoTra HaceCTBEHHOTO TeMOXPOMATO3a COCTABJISIET
1,5-3:1000 macemenus.

B nacrosiiiiee Bpemst U3BECTHBI 5 TeHETHYECKUX MYTaIlHii,
00yCIaBIUBAOIINX Pa3BUTHE HACJIEACTBEHHOTO TEMOXPOMATO3a
(1abu. 5.2). [lepBudtibie FeMOXPOMATO3bI PA3INYAIOTCS ¥ (DEHOTH-
nmyecku (tabor. 5.3).

Tabauma 5.2
Knaccudukanus renernyeckux popm HacjeICTBEHHbIX
reMOXpOMaTO30B
3abonesanue | Tum len bBesok Xpo- Tun
MOCOMa | HacJIes10-
BaHUs
Temoxpomaros 1 |HFE HFE 6p |AP
IOBenunbubii | 2a |HFE2 Haemojuvelin 1qg |AP
TeMOXPOMAaTo3 (HJV) (TeMoTOBEJINH )
2b |HAMP | Hepcidin (remn- 19q |AP
CUJINH)
Temoxpomaros | 3 |TREF2 TRF2 79 |AP
DepponopTu- 4 | SLC40AT1 | Ferropiortin 2q |AL
HoBast 60JIe3Hb (beppormopTun)

IIpumeuanus: AP — ayrocomHo-pernieccuBHbIil, A/l — ayTocoMHO-
JIOMUHAHTHBII.
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Tabauma 5.3
MdenoTunuyecKasi XapaKTePUCTUKA NEPBUYHBIX TEMOXPOMATO30B
Temoxpomaros/ HFE HFE2 | HAMP | TRF2 | SLC40A1
TTPOSIBJIEHUST (tur 1) | (HJV) | (tun 2b) | (tun 3) | (tum 4)
(tum 2a)
Bospacr manu- 45-50 | 20-30 10-20 | JIio6oii | JIroboit
(becrammm (1er)
OrtcyTcTBUE Xapak- |Xapak- |Toabko |Peaxo |Xapaxrep-
KIMHUYECKUX TEPHO | TEPHO B IIEPBOI HO
MIPOSIBJICHU I iexaje
Fe B renaTonu- ++ ++ ++++ +++ +/—
Tax
Fe B makpodarax | +/— +/- +/- +/— +++
Munexc nacobliie- >45 >45 80—-100 | 70—100 | Hopma/
Hus TpaHcdep- CHUKEH
puHa, %
CO, ur/mi Ot Hop- | OT HOP- 1000— | Ot nop-| 1000—
MBI I0 | MBI JI0 10000 |wmsI MO 10000
3000 3000 10000

BropuuHsiii reMOXpoMaTO3 BO3HUKAET BCIECTBUE U3-
OBITOYHOTO TIOCTYIIJIEHHS KeJie3a B OPraHu3M MPH JTUTETbHOM
HEKOHTPOJUPYEMOM JIeUeHUH TIpermapaTaMu JKejie3a, a TakKe B
pesyJbraTe ITUTeIbHON TpaHCc(y3NOHHON Teparuu 3pUTPOIUTap-
HOT Maccoit. OCHOBHBIMU BapUaHTAMU BTOPUIHOTO TEMOXPOMATO3a
SIBJISTIOTCSI:

* TOCTTPAHC(Y3UOHHBIN — CBI3aH C IepeTUBaHUAMI D M;

* MeTabOIMYECKHiT — Pa3BUBAETCS BCJEACTBUE HAPYIIEHUI
MeTaboIM3Ma JKeJjiesa Ipy POMEKYTOUHOI TasacceMun, y GOJbHbIX
IUPPO30M TIEYEHHU [TOCJIE OTIEPAIMH IIOPTOKABAJILHOTO NIYHTUPOBA-
HU, TTPU XPOHMYECKUX BUPYCHBIX Tenatutax B u C, HeaTKkoromn-
HOM CTeaTorernaTuTe, 3aKynopKe IpOTOKa MOJKeTy/I0UHO JKeJIe3bl,
KOJKHOM MTOP(MUPHH, 3I0KAYECTBEHHBIX HOBOOOPA3OBAHUSIX.

Ha nonto HacaeacrBenHoro HFE-accoliuupoBaHHOTO Te-
MoxpoMmaTo3a (reMmoxpomaro3a tTuna 1) npuxozxutcst 95% Bcex
cJlydaeB IIEPBUYHBIX TeMOXpoMaTo30B. AGOpeBuarypa HFE o3na-
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waer High Fe. HFE-Ten paciosioskeH Ha KOPOTKOM riede 6-if Xpo-
MocoMbl (Jtokyc 6p21.3): C282Y (3aMeHa 1IUCTENHA B MTOJIOKEHUU
282 wa tuposun) n H63D (3ameHa ruCTUNHA B TOTOKEHTH 63 Ha
acraparut). KinHuueckue mposiBiieHust 3a00J1eBaHUST BOSHUKAIOT
TOJIBKO Y TIOJIOBUHBI TOMO3UTOT ¢ MyTarmeii C282Y. len xoqupyet
cunres HFE-6Geska, KoToOpblil pecTaBsier coO0M IINKOIIPOTENH
(MM 37235 1aibToH ), CXOAHBIHN 10 CTPYKTYPe ¢ GeIKaMu IIaBHOTO
KoMILIekca rucrocopmectumoct I kmacca. HFE-Genok siBiisietcst
PEryJIITOpOM abCcopOITHHT JKeJie3a U3 MUK 1 eT0 abCOPOITHT B TKa-
HSIX OpraHu3Ma uepe3 B3auMOJIeCTBIE MEKy TpaHC(hepPUHOM U
perentopaMu TpaHchepprta Ha KI€TOUHBIX MeMOpaHax.

Kaunuveckue nposiBienns HFE-remoxpoMarosa:

* XpOHWYeCKast aCTeHUs, HEeMOTHBUPOBAHHAS yCTAJIOCTD;

* apTPOIATUU C BOBJIEYEHUEM PA3JIUUHBIX CYCTABOB, C XapaK-
TEPHBIM BOBJIEYCHUEM TISICTHO-(PATAHTOBBIX CYCTABOB C HATMINEM
GOJIV 1 «JIPOSKAHUST> PYK, PEKE IIEPEJIOMbI BCJIEICTBHE OCTEOIOPO3a.
Penrrenonornieckie npusHaku: CyOXOHpaiIbHast OCTe0apTpoIa-
TUSl, XOH/[POKAJIBIITHO3 U/UJIK OCTEOTIOPO3;

* UMIIOTEHIUST Y MYKUUH;

* nuddysHas MenaHoaepMus (TUIEePITUTMEHTAITN );

* U3MEHEHUs TIeYeHN OT He3HAYMTeJbHBIX (yBeJndeHue pas-
MEPOB) JI0 PA3BEPHYTOM KaPTUHBI IIUPPO3a TIeUEHU UJIH FeraTore-
JIIOJIIPHOM KapIIUHOMBI;

* U3MEHEHUs CO CTOPOHBI MMOJIKEeJIYJI0OUYHON JKesie3bl — Jiua-
oet;

* U3MEHEHUsI CO CTOPOHBI CEP/IIla: APUTMUU, CEPJIeUHAs HEJI0-
CTaTOYHOCTH;

¢ nosbinrenue cogepskanns CD 6osee 1000 Hr /M.

AJTOpUTM AMATHOCTUKH:

1. [Togospenune Ha HFE-reMOXpoMaTO3 110 KJIMHUYECKUM TIPH-
3HAKaM.

2. Nnpekc Hachlenust Tpancdeppuna 6osee 45—60% y Mmyx-
unH 1 6ostee 45—80% y skenus (MHT, % = cbIBOPOTOYHOE JKEIEZ0 X
100,/07KCC; B HOpME 20—45%). CoTTyTCTBYIOIIEE BOCTIATUTETHHOE
COCTOSIHME MOXKeT Mackuposarh nosbinienue MHT, nostomy na-
pasnesnbHo Hazio uceyenoBath CPB. Onnaxo noseimenne MHT He
ABJIsIETCST aOCOTIOTHO crienndudHbM ji7ist HFE-reMoxpoMarosa.
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3. leneTnueckoe TecTUPOBAHUE MAIIMEHTA HA HAJIMYKE MY Talllii
C282Y w/umm H63D. Ecnu maninenT sSABJsSEeTCS TOMO3UTOTHBIM HO-
cutesieM myTanuit C282Y, H63D nnu Cj0KHBIM TeTePO3UTOTHBIM
Hocutenem mytanuii C282Y/H63D, To narHO3 HACJIeCTBEHHOTO
reMOXpOMaT03a CUUTAETCS YCTAaHOBJEHHBIM. /lyisi Bepudukaimm
JIMarHo3a B 9TUX CJIydasx He Tpedyercss OMONCHN TTeYeHT.

4. Ecim copiep:kanue riedeHOUHbIX (DepMEHTOB B IIpe/iesiax Hop-
mbl, ypoerb CD menee 1000 Mxr/71 1 Bo3pacT mnainenTta metee 50
JIET, TO HE0OXO0/[MMa OMOTICHS TIEYEHH C OTIPe/ieJIeHHeM TeYeHOYHOTO
nHjiekca xkeseza. OH PacCUNTBIBAETCS KAK OTHOIIEHUE TTOKA3ATES
COZlepKAHUS JKese3a B TKaHU MedeHn (MKMOJIb/T CYyXOro Beca) K
Bo3pacty 6osbHOTO (B rofax). Ecimm nedeHOUHbBIIT WHIEKC Kese3a
npesbitiaeT 1,9, To 1uarno3 HacJjieICTBEHHOTO FTeMOXPOMATO3a MOJK-
HO CUUTATh YCTAHOBJIEHHDIM.

Boiiensior ngath ctaanii KIMHU4YeCKoro nposisiaenus HFE-
reMoXpoMaTo3a y TOMO3UTOTHBIX HocuTeseil myTanuii C282Y,
HG63D:

cmaous 0 — Het JTabopaTOPHBIX MM KJIMHUYECKUX CUMITTOMOB
MePerpy3Ku JKeye3oMm;

cmaous 1— VMHT 6ostee 45%, CD B HOpME, HET KIMHUYECKIX
CUMIITOMOB;

cmaodus 2 — VTHT 6onee 45%, CD Boirire 200 HT/MJT Y 5KEHIITHH,
Boitie 300 Hr/MJT y MY»KUYWH, HET KIWHUYECKUX CUMIITOMOB;

cmadus 3 — VHT 6onee 45%, CD Boirire 200 HT/MJT Y 5KEHIITHH,
Boitie 300 HT/MJ1 y My>KUWH, KIUHUYECKUE TIPOSIBJICHUS BJAUSIOT HA
KauecTBO KU3HU (ACTEHUsI, UMIIOTEHI[USI, aDTPOIIATHH );

cmadus 4 — MWHT 6omee 45%, CD Bpitire 200 HT /M1y JKEHIINH,
Bbitiie 300 HT/MJI y My’KUNH, OYEBU/IHBIE TIOBPEK/IEHUSI OPraHOB,
00yCJIOBJINBAIOIIIE OJKUIAEMO€E COKPaIlleH e KU3HU.

Jleuenue u npodpunaktuka. OCHOBHBIM METO/IOM JIEUEHHUsI Ha-
YUHAS CO 2-U CTa[IH SBJSIOTCS KpoBomyckanus mo 500 M ogux
pa3 B 3 MecsI11a, YTO MO3BOJISIET BBIBECTH M3 OPraHu3Ma 0K0JI0 250 Mr
skesesa. [eneBoit yposers CD — 50 ur/mut u Huke. KpoBoryckanust
caielyeT IpeKpaTHTh IIPH MaJeHu| ypoBHs remorsioouna 10 110 1/
n Huxe. [lopnepskuBatonias Tepanus: KPOBOIYCKAaHWST OJIUH Pa3
B 4 Mecsina. KpoBoryckaHust MOKHO TIPOBOJIUTH KaK MPOIENYPY
JIOHOPCTBA KPOBHU.
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[TepBuuHOIT TPOUIAKTUKN TEMOXPOMATO3a HE CYIIECTBYET.
Baxno xak MOKHO paHbIIle yCTAaHOBUTH IMATHO3, HAYaTh KPOBOITYC-
KaHUS ¥ OTCPOUUTD TSIXKeJIble OPraHHble M3MEHEHU s [IeYeH U, TI0JKe-
JIyTOYHOM ;Kene3nl, cepara. C aToll 11eTbI0 POBOIUTCS CEMEHBIT 1
HOIYJISIIIMOHHBIN CKPUHUHT. B X0/1€ CKpUHIMHTA OBLIIO YCTAHOBJIEHO,
4T0 78% My:xkumH (cpeauii Bospact 42 rojia) u 36% et (cpeji-
HU Bo3pacT 39 JieT), UMEIONNX CPe/Id POJACTBEHHUKOB TAIlUEHTOB
C TEMOXPOMATO30M, SIBJIAIOTCSI TOMO3UTOTHBIMU HOCUTEISIMU My Ta-
1 C282Y 1 UMeIoT NPU3HAKU TIePerpy3Ku sKeJIe30M.

[TepBruroe 06CIe[oBaHKe BCeX POACTBEHHUKOB IIEPBOM cTere-
HU pozicTBa 60JBHOIO FeMOXPOMATO30M HEOOXOAUMO [0 JOCTUKE-
HUs uMu Bospacta 20 JIeT; TTPU 9TOM OTPEAESIIOT ChIBOPOTOUHbIE
nokasaresin Metabosn3ma skese3a (YpoBHU sKesesa, (heppuTHHa,
TpaHcdepprHa, OGILY IO JKeJIe30CBA3bIBAIOILYIO CHOCOOHOCTD CHIBO-
POTKH, KOA(DUIIMEHT HACHIIIEHNUS TpaHCcheppUHA JKeJIe30M ).



Maea 6

AIIMTACTHYECKHE AHEMHH

I10 nIprOOPETEHHbIE WU BPOKIEHHbIE 3a00JIeBAHIS C TPEXJIH-
HEMHOI TUIoNIa3nuell KpOBETBOPEHNUS M CHUKEHUEM COlePsKaHUs
BCeX KJIETOK B TIeprepuIecKoii KPOBH.

B 1888 r. [Taysib Ipaiux BriepBbie ONMUCaI OBICTPO TPOrPECCH-
PpYIOLIUH caydail TAKeN0l aHeMUU 1 JIEMKOIIEHUU C JIMXOPAJIKOH,
U3DBS3BICHUEM IeCEH U MEHOPpAruei y MoJo/101 sKeHIIIUHbL. TpoM-
Go1uTHI TOr/a He ObLIN U3BecTHBL. Ha ayTorncun B KOCTHOMO3TOBBIX
HOJIOCTSIX OH He 0OHAPY KUJT aKTHBHOTO KOCTHOTO MO3Ta U PACIICHIUT
ATOT cJIydali Kak ePBUYHYIO AETTPECCUT0 KOCTHOMO3TOBOM (DY HKITUTL.
B 1904 r. 66171 BBeIeH TEPMUH «alllacTUYecKas anemusi». B 1934 1.
oHa OblJTa MPU3HAHA KaK CaMOCTOSITe/IbHOE 3a00JIeBaHNeE.

K BpoxaenusiMm popmamM AA OTHOCAT ciayuyau, KOT-
Jla HapyIIeHns KPOBETBOPEHUS BBIABISIOTCI C POKAEHUS U CO-
YeTaloTCs C CeMETHBIM aHaMHe30M. B 3aBUCUMOCTH OT XapakTepa
MTOBPEKIEHNS TeMOTI093a BPOKIEHHBIE allJIACTUYEeCKIe aHEMUHT
MTOIPa3/IeIsItoT Ha (POPMBI:

1. Bpoxaentas AA ¢ 061IuM opaskeHeM reMoIossa U BPOsK-
JEHHBIMY aHOMATUIME pa3Butust (anemust MankoHm).

2. HacnencrBernast AA ¢ o61nM TIoOpaskeHneM reMotioasa 6e3
BPOK/ICHHBIX aHOMaIN pa3Butus (anemus lameriexa).

3. Bposxknenmnas AA ¢ yraeTeHreM TOJIBKO 9PUTPOIT0d3a (TIap-
IMajibHas KpacHOKJIETOUHAS arjia3ns) Uan HacjaeacTBeHHass AA
¢ u3bupaTeIbHbIM TOpakeHneM dpuTpornoasa (anemus JlaitMoH-
na—biekdana).

IIpuoOpeTeHHble aNJaCTHYECKHE AaHEMHUH CBI3bI-
BaIOT C BO3/IEUCTBUEM PA3JIMYHBIX MOBPEKAAIONNX (haKTOPOB Ha
I'CK: tokcnueckux areHToB (OeH30J1 1 €70 TIPOU3BO/IHbIE ), IYIEBBIX
(hakTOPOB, JIEKAPCTBEHHBIX MIPenaparos (XaopaM@eHnKo., kapba-
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MasernuH) U BUpycoB (BUPYch reratuta). OpHAKO B OOJIBITHHCTBE
CIy4aeB HUKAKUX 3THOJOTHYECKNX (haKTOPOB s pa3BuTuss AA
YCTaHOBUTD He yaercst u 3ab0JieBaHue paciieHnBalOT Kak Mprob-
PETEHHYIO NINOTIATIYECKYIO allJIACTIYECKYIO aHEMUIO.

[TpuobpeTeHHast HANONATHYECKAS! AllJIACTHYECKAsA aHEMUST —
970 3a00JI€BaHNE, XapaKTepPHU3yIoleecs aHIUTONeH el B epude-
PUYECKOI KPOBU € TUTIOKJIETOYHBIM KOCTHBIM MO3TOM TP UCKJTIO-
YEeHUU IPYTUX MPUINH HETOCTATOUHOCTH KOCTHOTO MO3Ta, TIPesK/ie
BCETO OTTyXO0JIeBbIX 3200JI€BaHIiT KDOBETBOPHOU TKAHW WJIH JAPYTUX
OPTaHOB C METACTAa3aMU B KOCTHBII MO3T.

ITO OTHOCUTENIBHO pejKoe 3abonesanue. B EBporie BosHukaer
2—5 HOBBIX CJIyYaeB exkero/fHo Ha 1 MUJLIMOH Hacesenus. B Asuu
yacrora 3abojesanus B 2—3 pasa Bbiile. Bosblias 1071 nanuen-
TOB — JIETHU WJIM MOJIOTbIE B3POCJIBIE.

Mexanuam HapylieHus: TeMo1oa3a 1npu AA CBSI3BIBAIOT C pe-
IyKIeir MopdosoTndeckn pacro3HaBaeMbIX KJIETOK-TIPe/IIecT-
BEHHUKOB U paHHUX KJyieTOK-TipeniecTBeHHUKOB — 'CK (CD34+).
[IprunHBI peyKIINHN 9TUX KJIETOK:

1) xauectBennbie qedexts CK (koHambHbIE TOBPEXKIEHMS,
cxoskne ¢ TakoBbivMu ipu MJIC u ITHT);

2) UMMYHHbBIE MEXaHU3MBbI 10/IABJIEHUS] KPOBETBOPEHUS TIPU
yuactnn T-mmmdormros (aktuBuposanubix CD8+ T-mumdornn-
TOB);

3) nedexThl MUKPOOKPYKeHUs (HeZocTaTouHast BbipaboTKa
POCTOBBIX (haKTOPOB).

Kiannnueckue nposiBienusi AA BKJIIOUYAOT caMbie Pa3HO00-
pa3Hble CUMIITOMbI B PAMKaX aHEMUYECKOT0, TeMOPPArn4ecKoro
1 MHGEKITMOHHO-BOCTIATUTENBHOTO CUHIPOMOB TIPU OTCYTCTBUHU
CIIJIEHOMETAJINU 1/ Wu JTuMQpOaIeHOTIATH U,

[TepBbie 5Kam06bI OOJILHOTO Yallle BCETO CBS3aHbI C Pa3BUTHEM
anemur. Kak mpaBuiio, 3To MOBBIIIEHHAST Yy TOMJISIEMOCTb, CJIa00CTb,
TOJIOBOKPY KEHUE, TIyM B YIIIaX, MJIOXas TePEHOCUMOCTD JTYITHBIX
nomernenuit. [TosiBnenne kpoBoTeueHni (HOCOBBIX, MATOUHBIX, JKe-
JIYZIOYHO-KUTIEYHBIX ), HEMOTUBUPOBAHHBIX CHTHIKOB W TIETEXUN
00BIYHO HACTOPaKUBAET OOJIBHBIX U BBIHYIKIAET 0OpaIaThCsi 3a
MeIMIIUHCKOIT oMolibio. KanoObl, cBsizaHHbIe ¢ MHPEKITMOHHBIME
OCJIO;KHEHUSIMU Ha (hOHE arpaHyIonnTo3a y O0JIbHBIX AA, IPaKTH-
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YECKU HIYEM He OTJIMYAIOTCS OT TAKOBBIX MTPU HE3ABUCUMO TIPOTE-
Kalolieil 6akrepuasbHON HHOEKINN.

[Tpu ocMoTpe OTMEYaIOT GJIEIHOCTD KOSKHBIX IIOKPOBOB U BH/IH-
MBIX CJIM3UCTHIX 000JI0YEK, TPOSIBJIEHUSI TeMOPPArnyecKoro Juaresa
B BUJIE MEJTKOTOYEYHBIX TT€TEXUI 1 HEOOJIbITIX CHHIKOB. O6yCII0B-
JIeHHas aHeMUell He[OCTaTOYHOCTh KPOBOOOpalleH!st B OOJIbIIOM
KpyTe MOKeT IIPUBOJIUTDH K MTOSIBJIEHUIO OTEKOB, B TIEPBYIO OU€PE/lb
Ha HIDKHUX KOHEUYHOCTSX, M K YBeJTHUEHUIO TleueHu. Pasinunbie
BOCIAJIMTE TbHbIE 3a60/I€BaHIsT MAaHU(DECTUPYIOT XapaKTePHBIMU
JUIST HUX (DU3WKAJTBHBIMI TPU3HAKAMI.

ITo mepe tiporpeccupoBatust 3a60I€BaHNsI HACTYTIAET CMEPTh
GOJIbHBIX OT CENTHYECKUX UJIH TEMOPPArnIeCKUX OCIOKHEHUI.

Kpurepuu quarnosa:

* TPEXPOCTKOBAS ITUTOTIEHV: aHeMus (HopMortutapHast, MCV
80—100, HopMOXpOMHas, FUIIOPereHepaTopHast, 6e3 aHU30I1UTO3a),
IPaHyJIONUTONEHNUST, TPOMOOIIMTONEHNS;

* aljia3ysi KOCTHOTO MO3Ta MO0 JAHHBIM TPEHaHOOUONCUM:
npeobaaHKe JKHPOBOr0 KOCTHOIO MO3Ta HaJl KPACHBIM KOCTHBIM
MO3roM (IeMOIIOITUYECKOI TKaHbIO) B GUoITaTe MOAB3L0IIHON
KOCTH.

CreneHb yrHeTeHus remMorioa3a Mpu anjgacTU4ecKoll aHeMun
MOKeT ObITh pas/MYHON. B CBSA3M ¢ 9TUM BBIAEISIOT MPOCTO AA,
TsoKenyio AA u cBepxTsKenyio AA:

mscenas AA — B nmepuepryeckoit KpoBu (iBa MU TPU KPU-
tepust): rparysonutos <0,5x10° /51, rpomboruTos <20x10°/11, pe-
TUKyJI0IIUTOB <20x10°/J1; KOCTHBII MO3I TUIIOKJIETOYHBI;

ceepxmsicenas AA — rpanysorutos <0,2x10°/.

Jleuenne AA BKJIIOYAET MaTOTEHETHUECKYI0 MMMYHOCYITPEC-
CHUBHYIO TEPANNIO U KOPPEKIIUIO TIPOSIBJIEHUI HE[OCTATOUHOCTHU
KOCTHOMO3TOBOTO KPOBETBOPEHWS, UM CUMITTOMAaTUYECKOE Jeve-
Hue. [Ipu TsKesI0i aHeMUH TPOBO/IST 3aMECTUTE/IbHBIE TPAHC(Y3U N
IM, 1pu TKEI0i TPOMOOIIUTOIIEHUH — TPOMOOKOHIIeHTpaTa. Jle-
yeHue (peOPUITbHBIX HENTPOIIEHN I OCYIIECTBIISIIOT B COOTBETCTBUM
C IPOTOKOJIOM SMITUPUYECKOIT TIPOTUBOMUKPOOHOMN TePaTIHHL.

K meromam narorenerndeckoii tepanun AA OTHOCST ajlio-
TeHHYIO0 TPAHCILTAHTAIINIO KOCTHOTO MO3Ta WU TepudepuIecKux
I'CK oT rucToCOBMECTUMOTO JOHOPA UJIM UMMYHOCYTIPECCUBHYTO
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Tepanuio aHTUTUMOIUTAPHBIM 00y HOM (AJIT) 1o 20 mMr/Kr
BHYTPUBEHHO KareJIbHO B €HD, 5 THEH 1 MUKIOCTIOPUHOM A — B
HavaibHOH f03e 10 MI /KT, IOTOM 110 4—5 MI/Kr JuTesbHo. [Ipu
OTCYTCTBUU COBPEMEHHOI UMMYHOCYTIPECCUBHON TEPATTUN TPOTHO3
B OTHOIIIEHU Y JKU3HU HeOIaronprsiTHBI.

Crenyer mOMHUTB, YTO TPUMEHEHTE TTIOKOKOPTIKOCTEPOHUIOB
upu AA yriy6isier MMyHOIeUIIUTHBIN CUHAPOM, He OKa3biBast
3HAUYUMOTO BIUAHUI Ha TeMo10a3. [loaToMy uxX mcmosp3oBanme
OrPaHUYMBAIOT TOJIBKO IEJISIMK TPOPUIAKTUKN CHBIBOPOTOUHOIT H0-
JIE3HU TIPU Teparii aHTUTUMOIIMTAPHBIM 1100y anHOM. Vcmob-
soBanne KCO, npesx/ie BCETO TPaHYIOMUTAPHOTO, BO3MOYKHO, HO
mocJie Havasia nMMyHocyTnpeccuBHO Tepanuu AJIT n riukiocmo-
puHOM A.



Maea7

HACAEACTBEHHDBIE TEMO/IMTHYECKHE
AHEMHH

IT0 GOJIbIITast TPYIITA HACTEACTBEHHBIX 3a60JIeBaHN, OOIIINM
MIPU3HAKOM KOTOPBIX ABJISIOTCS YKOPOUEHE MTPOAOIKUTETBHOCTH
JKM3HU 9PUTPOIMTOB BCJIEACTBUE UX BPOXKIEHHDBIX, T€HETUYECKU
00yCJIOBJIEHHBIX BHYTPEHHUX [e(eKTOB (MeMOpPaHbl 9PUTPOIIUTOB,
(hepMeHTOB MeMOPaHbI, KOJUYECTBA U CTPYKTYPbI TeMOTJIOONHA).
[Ipu aTOM MaTOTOTMYECKITT TEMOJIN3 HOCHT, KaK MIPABIIIO, TOCTOSH-
HBII XapakTep. Eciin crerenb ero BhIpaskeHHOCTH He3HAYUTETbHA
U KOMITEHCUPYETCS TOBBIINIEHHON pereHepaTopHoil aKTUBHOCTHIO
3PUTPOTI033a, AaHEMUH He BO3HUKAeT. B aToll cuTyanuu nmpuHsaTo
TOBOPUTH O TEMOJIUTUYECKOI Gostestn. B ciydasx, Korja martoJio-
rUYECKUI TeMOJIN3 IPUBO/IUT K aHEMUH, COCTOsSIHIE HA3bIBAIOT Ha-
CJIeZICTBEHHOM reMOJIMTUYECKON aHeMUEl.

7.1. HacnegcTBeHHbIN chepounTo3
(6one3Hb MuHkoBckoro—LUodhcdapa)

IT10 HarboIee KIMHUIECKU 3HAaunMast (hopMa HaACJIE/[CTBEH-
HBIX TeMOJIUTUYECKUX aHEMUI U3 TPYNIbl MeMOpaHONaTU —
ayTOCOMHO-IOMIHAHTHOE 3200JIeBaHIE, TIPH KOTOPOM aHOMAJTbHbIe
SPUTPOIUTHI PA3PYIIAIOTCS B HEU3MEHEHHOH cese3erke. Pacipo-
CTpaHEeHHOCTD 3ab0JIeBaHms cocTaBseT mpuMepHo 1 Ha 4500 -
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tesieit. OTCyTCTBUE reMaTOJMOTUIECKUX U3MEHEHUH Y 4JIeHOB CeMbU
GOJIbHBIX MTO3BOJISIET MPEANOJOKIT BOSMOKHOCTD CIIOHTAHHOI
MYTaI1Hu.

ITatorenes 3aboJieBanust 00YCJIOBIECH AHOMATUEN MTPOTEH-
HOB 1UTOCKeseTa. [IpakTHyecku y Bcex OOJbHBIX OMPEIeIsieTCst
nedunut GesKa CeKTPpUHA, CTETIEHb KOTOPOTO MPOMOPIIHOHAIb-
Ha BbIpaKEeHHOCTU aHeMuu. [eHeTuyeckuil gedekt MeMOpaHbl
O9PUTPOIMTOB MPUBOAUT K M3OBITOUHOMY HPOHUKHOBEHUIO B
SPUTPOIUT MOHOB HATPUS U TIOBBIIIEHHOMY HAKOTIJIEHUIO B HEM
BO/IbI, BCJIEZICTBYE Yero 06pasyioTcst chepuaeckue spuTpoIin-
Tl — ceporutsl. Chepuueckas hpopmMa U pUTHIAHOCTH IPUTPO-
IMATOB 3aTPYAHAIOT UX TIPOXOKAEHNE TTO COCYANCTON cucTemMe
cesiezeHKu. [Ipu aTOM OTIIENIISIETCS YacTh MeMOPaHbI 9PUTPOIUTA
¢ obpasoBanueM chepornTa, a B MOCIEAYIONEM — MUKPOCchepo-
nuta. [IpoposmkuTesbHOCTD XKU3HU CHEPOLUTOB KOPOYE, YeEM Y
OOBIYHBIX 9PUTPOIUTOB.

Kimnnueckue nposisienusi. 3a6oJieBaHe MOKET MaHU(ECTH-
poBaTh B paHHEM JIETCKOM BO3pacTe, HO Yallle ero INarHoCTUPYIOT
y B3pOCJIbIX. K OCHOBHBIM KJTMHUYECKUM TTPOSIBJICHUSIM OTHOCSTCS
AHEMUSI, CTITIEHOMETAJIHSE U 5KeJITyXa. AHEMUsT OOBIYHO HETsKeast, B
HEKOTOPBIX CJIy4asiX OHa BOOOIIe OTCYTCTBYeT. BpeMeHHbI€e CPBIBbI
KOMTIEHCATOPHBIX TTPOIECCOB B BHUJIE 9PUTPONHON THUIOTIIIA3WH
C BO3HUKHOBEHUEM aHEMUU MOTYT IIPOUCXO/IUTD TI0J] BIUSHUEM
WH(EKINI, 9acTo He3HAUNTETbHBIX. V3-32 yCHIeHHOM TPOYKITHT
JKEJIYHOTO TIMTMEHTA B JKETYEBBIBOISIIIMX Ty TsIX 00pasyroTcst 6u-
JMPYOUHOBBIE KAMHH, JIaXKe Y JIeTeil.

Kpurepun quarnosa:

1. Hasim4me ciMIITOMOB BHYTPUKJIETOUHOTO reMosin3a (pacta-
J1a) 9PUTPOIIUTOB U aKCEJEPUPOBAHHOTO APUTPOII0I3A.

2. KpusoBoe Teuenme, CrisieHOMerasis, HaJnare KaMHel B JKeJl-
YHOM ITy3bIpeE.

3. Hammame cientmuaeckoit anoManmu MOp@OJIOTHH SPUTPO-
IIUTOB — CPEPOIIMTOB.

4. Camskenne OP3I nociie nHKyOaium 1eJbHOi KPOBU B CTe-
PUJIBHBIX YCJIOBUSIX B TeueHHe cyTok npu 37°C B ciydasx, Korja
ceporuTos 6osbire 1-2% ot 0011ell OIS 9PUTPOIUTOB.

Jleuenue. CTJIeHOKTOMUS.
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7.2. AHemus, obycnoBrneHHasa aeduuTom
¢depmeHTa rnoko30-6-cbocchataerngporeHasbl
B MeMbpaHe 3puUTpoLmnTOB

ITO HACJIE/ICTBEHHAS HechepoIUuTapHasi TeMOJUTHYeCKasd aHe-
Muist, HanboJiee yactasi U3 rpyIinbl GepMEeHTONATHI, ¢ Pa3BUTHEM
nedexra rekco3oMoHOMOCHATHOTO MIYHTA BeaeACTBUE Aedurura
I-6-D/IT. 3aboseBanue reHeTUIeCKH 00YCIOBIEHO, CIEIITIEHO €
X-XpoMOCOMOITi.

B mopme apuTponuThl, MogBEprasch BO3ACHCTBUIO JeKapC-
TBEHHBIX WJIN TOKCUYHBIX BENIECTB, B HECKOJbKO Pa3 aKTUBUPY-
10T MeTabOJIM3M TJTIOKO3bI Yepe3 TeKCO30MOHO(MOCHATHBII MIYHT.
B nporiecce aToro pereHepupyercst BOCCTAHOBJIEHHBIH Iy TaTHOH,
3alMIIAIOIINI CyAb(IUAPUIbHbIE TPYIIIbI FEMOTJI00UHA U MeMO-
paHy 9PUTPOILUTOB OT OKUCJIEHUS.

[Ipu neexre rexcozomonodochaTHOTO NTYHTA HE MOKET MO/ -
JIEPKUBATHCST HEOOXOMMBIN YPOBEHD BOCCTAHOBJIEHHOTO IIyTaTH-
OHa B 9PUTPOITUTAX, B Pe3yIBTATE UETO CYIb(PTUAPUIbHBIE TPYIITHI
reMOTJIOOMHA OKUCJISIIOTCST, 8 TJIOOUH MEPEXOUT B HEPACTBOPUMYIO
dhopmy, 06pasyst BHyTPUIPUTPOIIMTAPHBIE TesbIla [eiiHIa.

MdaxTopsi, NPOBONUPYIONIME TEMOJIU3 Y JHIL ¢ AePUIUTOM
r-6-oAr:

1) BupycHast uiu GaktepuasbHast HHMEKIUST;

2) mekapcTBEHHBIE BEINECTBA, UTPAIOIINE POTh OKUCIUTEEH
PUTPOIUTOB — CYIb(DAHUIAMU/IBI, TIPOTUBOMAJISIPUITHBIE TIPETia-
paTbl, HUTpoypaHsr;

3) TOKCUYHbBIE BEIECTBA, HATPUMep, HaTaINH;

4) MeTabOMMIeCKUIT aluaos;

5) ymorpebienne B nuity Kouckux 60608 (Vicia favi) y 60Jb-
HBIX CO cpefu3eMHOMOPCKUM tutiom jaedurura [-6-D/IT (3na-
YUTENbHBIN MeuinT dhepMenTa axke B MOJIOIBIX IPUTPOLIUTAX).
[Ipu aTOM pasBmBaeTCA MATOJIOTHYECKOE COCTOSHUE, Ha3bIBAEMOE
(haBU3MOM, C YETHIPbMSI OCHOBHBIMU CUMIITOMaM# — CJIaGOCTBHIO,
GJIEZTHOCTBIO, JKEITYXO0il, TeMOTIOOUHY pUeil.

Kaunnyeckue nposiBiaenusi. OCHOBHOE TPOSBICHUE — OCTPBII
reMosinTHYecKuii Kpu3. OH MOKET Pa3BUTHCA yiKe 4Yepe3 HECKOJTbKO
YacoB MOCJIE BO3/IENCTBUS BELECTBA C OKUCIUTEIbHBIMU CBOMCTBA-
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MU. B TSKENbIX cirydastX HACTYHAT reMOrJIOOUHYPHUST ¥ OCTpast
COCYIUCTast HeJI0CTaTOUHOCTh. [Ipy Kprsax reMosins 0ObIYHO Ky-
MUPYETCs CIOHTAHHO, TaK KakK Pa3pyIIaloTcs TPesKiie Bcero boee
CTapble 9PUTPOITUATHI.

Kpurepun aquarnosa:

1. Hanmame cuMIITOMOB BHYTPUCOCYANCTOTO TeMosm3a (pac-
11a/12) SPUTPOIUTOB U aKCEJIEPUPOBAHHOTO IPUTPOITI0I3A.

2. TonoxkuTenbHbIN TecT Ha oOpasoBanue Tesel] [eiiHia B
9PUTPOIUTAX, BBISIBJISIEMbIX TIPU CIEIMAIBHON CyIPaBUTAIbHON
OKpacke Kpucrajndeckum ¢roserosbiv. Obpasosanue Tesier [eii-
HIIA — OCHOBHOI MeXaHM3M reMoJin3a Ipu JePUuIlnTe rI0Ko30-6-
neruzporenassl. nmayrmpyer obpasosanue Teserr leitria in vitro
uHKyOanus ¢ anernihernarnapasuHomM. OObIYHO Yepe3 CYyTKU OT
Havyajia TeMOJIUTUYECKOTO KpU3a Tesbila [elfHIia B 9puTpoImuTax
BBISIBUTD YK€ He Y/IaeTCsl, TOCKOJIbKY OHU YJIAJISIIOTCS TPY IIPOXOK-
JIEHUU 9PUTPOIIUTOB YepPe3 CeIe3eHKY.

3. Hannuune «HaIKyCAaHHBIX» 9PUTPOIUTOB B Maske nepudepu-
yeckoii kposu. IIpu BbIcBOOOsK ieHN Y Tesiel] [eiiHIa 3 9PUTPOIUTOB
YacTh MOBEPXHOCTH KJIETOK YTPAYUBAETCS, U OHU IIPUHUMAIOT (hOP-
MY <HaJIKyCaHHBIX»>. B niepudepndyeckoil KpoBU MOKHO OOHAPYKUTH
1 HeOOJIbIIOE YICI0 ChEPOIUTOB.

Jleuenue. TeMoin3 O6GBIYHO KYIMUPYETCS CIOHTAHHO U CITe-
1 uaeckoro Jedenust He Tpebyer. Ciie/lyeT OTMEHUTH Mperapar,
CIIPOBOITMPOBABIITUI TEMOJTU3.

[Tpu kpr3e HA3HAYAIOT TU/PATAIIMOHHYTO TEPATIUIO IEJTOYHBIMU
pacTBOpaMU, paCTBOPOM TJIIOKO3BI. B cirydasix pa3BUTHsT OCTPOIi TI0-
YeUyHOU HeJIOCTAaTOYHOCTH TT0Ka3aH remoiuanus. [Ipu yrpose anemu-
YeCKOI KOMBI OCYTIECTBIISIOT ITEPETUBAHNE 9PUTPOITUTAPHON MACCHI,
OTMBITBIX 9PUTPOIUTOB. BOJIBHBIX HEOOXOIMMO TIPEILYTIPERKIATH 00
OTIACHOCTH TIPMieMa JIEKAPCTBEHHBIX CPEICTB, OKA3BIBAIOIINX OKHUC-
JIATENIbHOE JIEHCTBIE, U YIIOTPeOIeHNsT B TIMIILY KOHCKUX GOOOB.

7.3. Tanaccemumn

Tepmun «tamacceMur» 0003HAYAET TPYIITY &y TOCOMHO-PeIec-
CUBHBIX 3a00JIeBaHUIT KPOBU, XapaKTEPU3YIOMINXCS CHUKEHUEM
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CHHTE3a OJTHOTO M3 JBYX THIIOB MOJHUIENTUIHBIX IeMeil riIo0nHa
(o wu B), KoTopbie 00Pa3yIT MOJIEKYJTY B3POCJIOTO TeMOTTIOONHA
(HbA, a2B2). D10 IpUBOIUT K yMEHBIIIEHUO HATIOJTHEHUSI 9PUTPO-
IITOB TEMOTJIOOMHOM 1 aHEMUTL.

B 1925 r. Tomac Kysu (Thomas Cooley) u ITepa Jiu (Pearl
Lee) BriepBbie onmcanu 3ab0IeBaHme C AaHEMUEH, CTIJIEHOMETaTei
1 MI3MEHEHUSIMU KOCTEN y pebeHKa UTaIbsTHCKOTO TIPOUCXOKIEHUSI.
B mocaieyotiem cxoskue ciydan 60Je3HI CTaT PETHCTPUPOBATE
y neteit Cpein3eMHOMOPCKOTO PErMOHA U UCTI0JIB30BATh TEPMUH
«Tamaccemust» (thalassa mo-rpedecku o3Hadaet «<Mopes ). Cryctst
20 Jtet Te Ke MccaenoBaTes M Habmoaaau 6oee TSKeIYIo TOMO-
3UTrOTHYIO (hopmy 3abosieBaHMsI, MUPOKO PACIPOCTPAHEHHYIO B
TPOTMYECKUX CTPAHAX, [0 CPABHEHUIO CO CPEIM3eMHOMOPCKOT
reTepo3uroTHOM.

TanmacceMun 1MoApa3eNSAIOT HA O- U B-TalacceMuu B 3aBUCH-
MOCTH OT TOTO, CHHTE3 KaKOTO THTIA Tlelu HapyIaeTcd. YacrtoTta
B-Tasmaccemuu BblIlle, YeM o-TastacceMuil. Penkoii popmoii sBiisteTcs
Bo-Tanaccemus.

Tanmaccemust MOKeT BCTPEUATHCS CPE/IU BCEX ATHIUECKUX TPYIITT
Hacesenust. Hanbosee pactipoctpanena B crpatax CpeanzeMHOMO-
pos, Cpennero Bocroka u IOro-Bocrounoit Asun (ot 2,5 10 15%
HaceJeHns).

Mo:tekyisipHbie 0CHOBBI Tasiaccemuii. CuHTE3 oL-11ereit rioou-
Ha KOAMUPYETCS TUMLIIOUHBIM HaOOPOM TEHOB oLaL/ oL (4 TeHa, 1o [iBa
ot oboux poauTteseit). KimHuueckast KapTHHA 0.-TaJTacCeMIU OITpe-
JIEJIAETCS YNCIOM TIOABEPTIIUXCS IETICTIN U MYTaIlnX TEHOB.

BeccumnToMHOE HOCUTENBCTBO — OTCYTCTBUE KIMHUYECKUX
CUMIITOMOB W U3MEHEHNI B TeMOTpaMMe — MMeeT MeCTO TIPH Jie-
JIeIIUY OTHOTO U3 YeThIpeX reHoB (-a,/aa).

Matast Tamaccemust — Jierkast aHeMust 6e3 TPU3HAKOB TeMOJTH3a
niu ee otcyteTBue, cHukearne MCV, MCH — Bo3auKaeT B pe3yJib-
TaTe /1IN IBYX TeHOB W HEIeJeTUPYIONIEN My Tallii BTOPOTO
rera (--/aa, -a./-a, -a/o).

Temormobunonatus H (TipoMekyTouHast TaTacCeMust) — Xpo-
HUYECKasl TeMOJIUTUYECKAs. aHeMUsT — BO3HUKAET NPU JleJIeInu
Tpex TreHoB (--/-a.).

BHyTpuyTpoGHast BOJASIHKA — CMEPTh BO BHYTPHYTPOOHOM ITe-
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PHO/IE WJTH CPasy TOCJIE POKAEHIS — 00YCIOBJIEHA Ie/IeIell Bcex
YeThIpex reHoB (--/--).

Cunres B-1ieneii kogupyercst AByMst renamu 3/ (110 oHOMY OT
oboux poxureieir). B otmane ot a-tasacceMu, mpu B-TaacceMum
cUHTEe3 B-11ereil rI00uHa HapyIIaeTCst B pe3yJIbraTe My TalliOHHOTO
M3MeHeHNs (PYyHKIINMOHATBHON aKTUBHOCTH TeHa. [Ipr aToM MoskeT
ObITH CHIIKEHHUE cuHTe3a B-1erei (B*) Win MoJIHOe OTCYTCTBHUE
cunresa (B2).

B cooTBeTcTBUYM € TEHHBIMU HAPYIIEHUSIMU BBIZIEJISTIOT HECKOJIb-
Ko chopm B-Tasmaccemun. bosbirag ranaccemms (anemus Kymn) mve-
erregorut B°/B° ¢ TUMINYHON KIMHUYECKON KAPTUHOM 3a00J1€BaHMS,
npossagioneiicsa ¢ 6—8-it negean xuzan. [Ipun mpomeskyTounoit
tajaccemuu (B* /B mnn B°/B) KIMHUYECKast KAPTHUHA TeMOJIMTHYEC-
KOl aHEMWU MeHee BBIPaKeHa, MOTPEGHOCTh B TeMOTPAHC(HY3HSIX
BO3HUKAET IIPU MHTEPKYPPEHTHBIX MHMEKIHIX. Masias taiacceMust
(B*/B) mporekaer, Kak MpaBuIo, 6e3 KIMHUIECKUX TIPOSBICHUII,
3a MCKJI0YeHneM OoJiee BBICOKON 4acTOThI aHEMUU B miepuoj Oe-
PEMEHHOCTH.

ITaToreHetTnueckne MeXaHU3MbI BOSHIKHOBEHUS CAUMIITOMOB
3ab0JIeBAHUS W WX OCJOKHEHWN UACHTUYHBI IS BCEX THITOB Ta-
naccemuii. CHUKeHME CHHTe3a Tlerieil riio0uHa MPUBOIUT K JABYM
MaToPU3NOJOTHIECKUM TIOCTIEICTBUAM. Bo-TIepBBIX, pa3BUBaeTCs
MUKPOIUTapHAs aHeMus. Bo-BTOPBIX, IIPOUCXOIUT arperarus u3-
OBITOUHBIX CBOOOIHBIX II€Meil TJI0OMHA, TTPOAYIIUPYEMbIX HEITOB-
pekIeHHbIMU TeHaMU (B-11erieli IIpu o-TajlacCeMuu U oL-1ienei npu
B-Tamaccemun). ArperaThbl HeCIIAPEHHBIX TJIOOUHOBBIX IETIeil mpu-
KPEIJISIOTCS K MeMOpaHe SpUTPOIINTA M TIOBPEKIAIOT €€, BHI3bIBast
MPEKAEBPEMEHHYIO THOETb KIETKHU (MaTOJOTHYECKUN TeMOJN3).
B TsKesbIX corydasix O0JIbIIMHCTBO 9PUTPOU/IHBIX ITPE/IIIECTBEHHI-
KOB Pa3pyIIaeTcs B KOCTHOM MO3Te (Hea(h(HeKTUBHBIHN 9PUTPOII0I3).
Te apUTPOIUTHI, YTO BBIXOJAT B IUPKYJISINIO, TIPEKIEBPEMEHHO
paspytaoTcss MakpodaraMu cesle3eHKN U TTeYeH.

B niporuBoBec aToMy cpabaThIBAIOT KOMIIEHCATOPHBIE MeXa-
HU3MBI aKTUBAIINH 3PUTPOTI033a. BO-TIepPBBIX, TPOMCXOIUT 9PUTPO-
WJTHAS TUTIEPILIa3usi KOCTHOTO MO3Ta, UTO BbI3BIBAET PaCITUpEHUe
KOCTHOMO3TOBBIX TTOJIOCTEH 1 ;iepOPMAITHIO TTPESK/IE BCETO TIITOCKUAX
KocTeil ckeseta. Bo-BTOPBIX, 00pa3yioTCcst 9KCTPpaMeyJIsipHbIE
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OYarv reMoIi033a B eYyeHu U cesie3eHKe, mapaBepreOpaibHbIX 30-
Hax.

CHieKTp MaToJIOTUYECKUX HAPYITEHU I TPH TAIACCEMUSIX OYeHb
IIUPOK — OT e[Ba YJIOBUMbIX MOP(OJIOTUYECKIX M3MEHEH I HPUT-
POIMTOB JI0 COCTOSTHUA, OTTACHBIX JJIst ;K13HK. CTelleHb KIMHIYeC-
KUX MPOSIBJICHUH 3aBUCHUT OT TOTO, KAKOE KOJMUYECTBO TE€HOB, KOJH-
PYIOIIKX IeNH rI00MHA, TIOBEPIKEHO JIETEIMH U MY TAI[HH.

Kiunuyeckue nposiBaeHusi. YHUBEPCaIbHBIMU CHHIAPOMaMU
JUIST BCEX KIMHUYECKH BBIPAKEHHBIX THUIIOB TalaCCeMUIl sIBJISIIOT-
cst:

1. AHeMusI XpPOHUYECKOTO TeUEeHNsT, BhI3bIBAIOIIAS] 3aME/IJIEHNE
poCTa, IOJIOBOTO Pa3BUTHSL, XPOHUIECKYIO CEPIETHYTO HE[OCTATOY-
HOCTb ¥ JIPYTHE CBSI3aHHBIE C HEM OCTIOKHEHNSI.

2. Tunepriazusi KOCTHOMO3TOBOTO KPOBETBOPEHUSI, TIPEK/IE
BCETO 9PUTPOII093a, B MPEJIesiaX KOCTHOTO CKeJieTa ¥ ¢ BO3HUKHO-
BEHMEM 0YaroB 9KCTPaMe/IyJLISIPHOTO KPOBETBOPEHMSI B CeJIE3EHKE,
HeYeH! U MITKUX TKaHsIX:

* pacipenue TyGYaToro BelecTBa KOCTel yeperna ¢ peHTre-
HOJIOTUYECKON KapTUHOM, Ha3bIBAEMON «CTPUKEHHDIN TIO/T €5KUK >,
rureptTpodus TOOHOI KOCTH C YIIONIEHUEM TTEPEHOCHUIIbI, CYsKe-
HUEM TJIa3HbIX IleJieil, BEPXHEN YeJI0CTH ¢ BBICTyTIaHueM 3y00B 1
dhopmMupoBaHueM «Juia OypyHIyKay;

* paciupeHre MO3roBOTO CJIOSI M HCTOHYEHHE KOPTUKAIbHOI
IJIACTUHKK O3BOHKOB U JJTMHHBIX TPYOUaThIX KOCTEH, IPeApacIio-
Jlaraoliee K mepejomMam;

* CIJIEHOMETAJIHSI, TeITaTOMETAIHS;

* OYarv MUEJIOUJHOTO KPOBETBOPEHMS B MITKUX TKaHSIX, T1a-
paBepTebpaIbHBIX 00JIACTSX ¢ BO3MOKHBIM CIaBJIEHUEM CITMHHOTO
Mos3ra.

3. CHHJIPOM Meperpy3KH 5KeJIe30M M3-3a TOBBIIIEHHO a0copO-
nun xesnesa u3 JKKT u Beaenctsue Tpancdysuii 9puTpoIruTapHoi
maccol. TeMocuzepos MUOKap/a MPUBOANUT K KapAMOMHOTIATHH,
ApPUTMUSIM; TEMOCHIEPO3 TT€YEHN — K Pa3BUTHIO rernaTolupposa,
FeTaToIeII0JISIPHON KapIIMHOMBI.

4. XpOHUYECKHIT TeMOJIN3: CIIJIEHO-, TeTTaTOMeTaIvst, OUIpyOu-
HOBbIE KAMHH B JKEJIUHOM I1y3bIPe, TUIEPCIIEHIU3M, TIOBBIIIAIOIIT
TpaHCHY3MOHHYO 3aBUCUMOCTb.
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Kpurepuu nquartHosa:

A. B ananm3e KpoBU aHeMUs Pa3IMYHON CTeNeH, MUKPOIIUTO3
aputporuToB (MCV <80), runoxpomust aputpoiutos (MCH <24),
HaJIM41e MUIIEHEBUIHBIX 9PUTPOIUTOB, HOPMOOJIACTOB.

b. Hannune cMMIITOMOB TeMOJIN3a W aKCeJTepUPOBAHHOTO
PUTPOIT0I3A.

B. V3meHenust (hpakiuii reMOrIoOnHa 110 JTaHHBIM 9JIEKTPO-
dopesa remoriobuHa (tabsr. 7.1).

I TunmuHble cOMaTUYeCKIe HAPYIIEHUST: AHOMAJINU CKEJIeTa,
CTLJIEHO-, TENATOMeTaNs, 33/IePsKKa POCTA, TIOJUTIAH/YISIpHAs He-
JOCTATOUHOCTb.

Jl. CUMTOITOMBI TIEPETPY3KH JKEJTE30M.

Jleuenune TamacceMuu 3aBUCUT OT CTETIEHW BBHIPAKEHHOCTHU
KJIMHUYECKUX MPOSIBICHN 3ab0seBanust. [I1pu Tsokesbix hopmax
TaJacCeMUN JiedeHre BKII0YaeT:

Tabauma 7.1
Tanuble 31eKTpodope3a reMOrI00MHA IPU TANACCEMUSIX
3aboseBanus Opaxiuu remoraobuna, %
A F A2 | S [lpyrue
Hopwma 97 <1 2-3 | - -
B-ranmaccemust 80-95| 1-5 | 3-7 | - -
Mastast
B-ranmaccemust 30-50| 50-70 | 0-5 | — -
TTPOMEKYTOUHAST
B-Tamaccemust 0-20 | 80— [0-13]| — -
6oTbIast 100
OL-TaJIaCCeMMUST 85-95 - - — | Temormnobun Bapra
Majiast 0—10% npu poxaenun
Temornobunona- | 60-95 - - — | Iemorsno6un H 5-30%,
tng H (a-Tamac- remorsobuH Bapra
CEeMUST TIPOMEKY - 20-30% mpu posxke-
TOYHas) HUU
Buytpuyrpobmast | — - — | — | Temormob6un bapra
Bojanka (6o- 80-90%
Jie3ub bapra)
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1. Peryngpubie Tpancdhysuu sputrpouutapaoit macceol (1-3
JI03BI KXK/Ible 3—5 HEIEIb ): TIeJIEBOI yPOBEHD FeMOTJIOONHA COCTaB-
asget 100—-120 r/n. C 11esp10 npeaynpekaeHns U30MMMYHU3AIINH,
TpaHCc(y3NOHHBIX PEAKITNH, TH(EKITNOHHBIX OCTOKHEHWIH 1 TTIO/IIED-
JKaHUsI BBICOKOTO KOMILTa€HCa K JIEYEHHUTO 11e71eCO00Pa3HO UCTIOJIb-
30BaTh CUCTEMBI C JTEHKOIUTAPHBIMU (DUIBTPAMU, YCTAHABIMBATD
BEHO3HBIE MOPThI, OCYIIECTBJISTH MEPOITPUITHSI TIO0 00eCIIeYeH U0
BUPYCHOIT 6€30MacHOCTH reMOTpaHCchy3uit.

2. llpodunakTuka u jedeHue TpaHchy3noHHOU MeperpysKu
xesnesoM 1ipu CD Goaee 1000 ur/mo. dechepan 500 mr Ne 10
(Desferrioxamine) BBogaT 110 50 MI/KT IIOAKOKHO B Tederue 8—12 u
WJTA BHYTPUBEHHO KaIeIbHO 5 [HEN B Heienno. Boamoskibie mo6ou-
Hble 3(PDEKTDL: TIOBPEKIEHUE CETUATKY, KATAPAKTA, MEPCUHUO3HAS
nrdexmms. Ixcnmxan 250 (500) mr Ne 28 (Deferasirox) mpuHnma-
10T B 103e 10—30 Mr/Kr o/luH pa3 B JieHb BHYTPb B BUJIE pacTBOpa
munyYeil TabJaeTku JUIMTeNbHO, He MeHee 1 Tojia.

3. 3amecTuTesIbHAS TOPMOHAJIBHAS TEPATTUS: UCIIOIb30BAHUE
TOPMOHOB POCTA, MOJIOBBIX, THPEOUIHBIX TOPMOHOB, HHTHOUTOPOB
0CTeOKIacTOB (boraTast KajbI[MeM JHUeTa, CalllIEMEHTAIUST KaJlb-
yeM, pyu HeoOXOAMMOCTH B COYeTaHUu ¢ BUTaMuHoM /I, Gucdoc-
donatsr).

4. CTiyieHaKTOMUSA B CJTydae MAaCCUBHOH CIIJICHOMETAINN 1 T0-
BBIIIIEHUS TPAHC(PY3MOHHON 3aBUCUMOCTH.

5. AnjioreHHast TpaHCTIAHTAIIMS KOCTHOTO MO3Ta.

7.4. CepnoBUAHOKINETOYHAA aHeMuUs

ITO HACJIECTBEHHASI TEMOJIMTHYECKAst aHEMUsT, 00YCJIOBJIEH-
Hasl Ka4eCTBEHHBIMU HAPYIIEHUSIMU CUHTEe3a TleTieil TeMOrI00nHa.
Ipurpouutsl 60abHbIX ¢ CKA comepsxar remornobun S (HbS),
OTJIMYAIONIUIACS TT0 2JIeKTPOGOPETUIECKON MOMBIKHOCTH U Ka-
4eCTBEHHOMY COCTaBY OT reMOrJIOOMHA 37I0POBOTO YesioBeka. [1pu
CKA B 6-if mosunuu B-1enu reMorjio61uHa riryTaMuHOBask KICJI0Ta
3aMeHeHa Ha BAJUH.

I10 3a6oseBane usBectro ¢ 1910 r., korma Herrick BriepBoie
COODIITIIT O TEMOJIUTUYECKON aHEMHUU B COYETAHUY C TIOSIBJIEHUEM B
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KPOBY APUTPOIUTOB Y/IJIMHEHHOI CEPIIOBUIHON (POPMBI y CTYy/IEHTa-
MeJINKa, BeIXo/11a ¢ SIMaiKmy.

CeproBUIHOKJIETOYHAS aHEMUST — OJIHA M3 HAOOJIeE TSKEJIBIX
(hOpM HaC/IeACTBEHHBIX FeMOrIOOMHONATHIT ¥ 3aHUMAeT BasKHOE
MECTO Cpe/i IPUYUH CMePTH Jiuil HerpounHou nomyssnuu. CKA
pacmpoctpanena B [lenTpanbnoit Adpuke, BcTpeyaeTcst B 3aKaB-
kasbe. B CIIIA 3abosieBanvie 3apeructpupoBato y 0,15% 60ibHBIX
JleTell HerPOUHON oMy Iy, Beicokas yactoTa 3abosieBaHus y
adpukaHieB o0ycioBieHa TeM, yto Hasnure HbS criocoberyer
GoJiee JIETKOMY TEYEHUIO MAJISIPUTL.

IMatorenes. dpurpoiutsl, coaep:xaie HbS, mensor B yc-
JIOBUSAX TUTIOKCHU (B BEHO3HOM KPOBW) HOPMATBHYIO (hOpMY ABO-
SIKOBOTHYTOTO JIMCKA Ha Y/UIMHEHHYIO TTyTeM crieliuduieckoit
noJMepusanuu reMorsobnua. OHU CTAHOBSITCS TOXOKMMU Ha
HOJTYMECSIIL, TO9TOMY X U Ha3bIBatoT ceprioBuiHbiMu. Kpome HbS,
npu CKA spurpormtsr copep:xat HbE. Onnako on pacnpenesnen
HEPaBHOMEPHO, COCTABJISASA B OTAEIbHBIX KaeTKaX oT 2 10 20% 06-
1ero Kosmdectsa remorsiobuta. HbF uHrnbupyer nosmmepusanuio
HbS. B pesyusrate apurponutsi, boratsie HbF, okaspiBatoTcst 3a-
HIMIEHHBIMK OT CEPIIOBU/IHOM TpaHchopmaru. Hamporus, kiet-
KU ¢ MasibiM KoJsimdectBoM HbF B epByto ouepeib moiBepraoTcst
HEOOPAaTUMbIM U3MEHEHHSIM.

Ha npoiecc ceprnoBuaHOM MOIMMePU3aI[UU TeMOTJI00MHA OKa-
3bIBAIOT BiUgHUE TUTIOKCHsA, TToBbiieHne MCHC aputporuros,
yUIMHEHUE BPEMEHU KalUJIJISIPHOTO KPOBOTOKA APUTPOIUTOB, a
TaK’Ke TIOBBITIIEHNE KOJTMYeCTBA JICHKOIUTOB, THIIEPKOATYJIATINOH-
HBIH PO UL U HATTMYKE 9H/IOTETUATLHOM AUCHYHKITUH.

3aBUCHUMBIN OT KMCJIOPO/Ia TIPOTECC MOJNMEPHU3aIiN TeMOTJI0-
61Ha 1 06pa30BAHKA SPUTPOLUTOB CEPIOBUIHON (DOPMBIL, KaK IIpa-
BUI0, o6patuM. B aprepuanbnoii kposu, rie pO, cocrasiser 95 My
pr.ct. 1 90% remornobuna Haceimeno O,, Tobko 10% spurponuron
nMeroT ceprnosuanyio ¢hopmy. B Benosnoii kposu npu pO, 40 Mm
pr.cT. npubsmsuTenbHO 60% reMoro6uHa HaChIIEHO KUCTIOPOIOM
u yxke 70% 9pUTPOIMTOB SBISAIOTCS ceproBUAHbIMU. CrcTeMHAs
TUTIOKCHST BCJIEJCTBYE JIBIXaTeJbHOW HEJOCTATOYHOCTH, OOIIETO
HapKO3a yBEJWYUBAET YUCJIO CEPIOBUAHBIX KJIeTOK. [ToueuHnblii,
ceJIe3eHOUHBIHN, peTUHAJIBHBIN, KOCTHOMO3TOBOW KPOBOTOK Xapak-
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TepusyeTcsi 00JIee BhIPasKEeHHBIMI THIIOKCHEN 1 alliI030M, YTO IIPH-
BOJUT K GOJIbIIEN CepIOBUAHON MOJUMEPHU3AIIUN FeMOTJI0ONHA 1
SIBJIsIETCS1 0OBSICHEHUEM, TIOYEMY MMEHHO B 3TUX OpraHax HarboJiee
4acTo pa3BUBAIOTCS naTosiorndeckue uamenenust mpu CKA.

[ToBbllienne cpeHeli KOPITYCKYJISIPHON KOHIIEHTPAIMU Te-
morso6una (MCHC) ykopaunBaeT BpeMst 10 HadaJjia CepPIoBUIHOM
HOJTMMEPU3AIINHT JIEOKCUTEHUPOBAHHOTO TeMOTIOONHA.

B mpoiiecce MHOTOKpaTHBIX 00paTHUMBIX CEPITOBH/IHBIX TPAHC-
dhopmartuii MeMOpaHa TOMO3UTOTHBIX SS SPUTPOIIUTOB MOKET OBIThH
CEepPbEe3HO MOBPeKIeHa. B aTuX ciydasix KJIeTKU TePSTIOT HOHBI KaJIHst
1 BOJLY ¥ IPUOGPETAIOT HeoOpaTUMYto ceprioBHIHY 0 (hopmy. Ceprio-
BUJIHBIIT 9PUTPOLUT He 06JIa1aeT I0CTaTOUHOM 1ehopMabeIbHOCTIO
U MOJKET 3aKyTOPUTD Karu/istp. OGCTPYKITHsI KPOBOTOKA IIPHUBOIUT
K JIOKaJIbHOM THIIOKCHH, YTO CIIOCOOCTBYET IIPOTPECCUPOBAHUIO 00-
Pa3oBaHUs CEPIOBUIHBIX IPUTPOITUTOB C PA3BUTHEM COCYIUCTHIX
OKKJTIO3UiT U uilleMun oprafa («60JieBble» KPU3DI).

IPUTPOIHTHI ¢ HEOOPATUMON CEPIIOBUIHOKIETOYHON TPAHC-
(bopmariueit UMEIOT TOBBIIIIEHHYIO MEXaHUYECKY IO JIOMKOCTb, ITPHU-
BOJISINIYIO K YKOPOUEHUIO MPOJIOJIKUTETHHOCTH UX JKU3HU (TEeMO-
sin3). B orBer Ha 3TO ycUIMBaeTCst 3pUTPOIT033, KOTOPIH MOKET
KOMIIEHCUPOBATh YKOPOUEHUE TIPOIOJKUTENbHOCTU KU3HU IPUT-
poIKTOB Ge3 pa3BUTHUSA aHEMUN WU C BO3MOKHOI aHeMIe.

JIro6bIe (haKTOPbI, CIOCOOCTBYIOIINE JIOKATLHON (TPaBMbI, BOC-
HaTesIbHble 3a00JIeBaHNsT ) WK IIEHTPAIbHON TUIIOKCUH (HAPKO3),
CIIOCOOHBI BBI3BATh 060CTPEHIEe 3a00JIeBaHUSI.

Kmunuueckue nposiBienust. [ereposurornas ¢hopma ceprio-
BugHokaerounoil anemuu (HbAS) o6pruno 6eccummnromua. Tomo-
surortas anemust (HbS a2 B2s) nmeer BapuaberbHOE KIMHUYECKOE
TeyeHre — OT MUHUMAJIbHBIX TPU3HAKOB 3a00JI€BAHNST [I0 TSKEJIOM
WHBAJIUIU3UPYIONIEH cuMiToMaTiky, Ha KiunHmueckoe Tedenue ro-
mosuroTaoit CKA okassiBaer iausinue cogepskanue HbFE, kinmar u
COINAIbHO-9KOHOMUYECKIE (DAKTOPDI, B YACTHOCTHU JIOCTYITHOCTD 1
CBOEBPEMEHHOCTD JieueHUsT MH(DEKITMOHHbIX 3a00JIeBaHII y JIeTeil.

Kinuanyeckast kapruna CKA o6brano gebotupyer yepes 6 me-
CAIIEB TIOCJIE POJK/IEHMSI, KOT/Ia B HopMe Ootbiiiast yacth HbF 3ame-
maercst HbA. Y Gonbrabix CKA B pesy/israte HapylIeHUsT CHHTe3a
1erneii remorsio6uHa nosipJisietcst u Hapactaet HbS.
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Knunnueckue nposiienust CKA BKITIOUAIOT:

1. Koncmumyuyuonanvhvie npossieHus — OTCTaBaHue pocTa
U Pa3BUTHS, TIOJIOBOTO CO3PEBAHUS.

2. Iosviuennyro CKAOHHOCHb K MANHCENbIM UHPEKUUAM, OCO-
GEHHO THEBMOKOKKOBBIM, OOBSICHSIEMYIO HapylieHneM (hyHKITHH
CeJIe3eHKU 10 OUHUIIEHNIO KPOBU OT IUPKYJIUPYIOMNX OaKTepHil
BCJIEJICTBUE TIOBTOPHBIX MH(APKTOB U 3aMeIIeHUsT HOPMaJIbHBIX
TKaHel oprana (pubpo3HOiT TKAHBIO.

3. Anemuueckue nposignenus.

lemonumuueckas anemus. 11pr roMmo3uToTHOT (hOpMe THTTHIHA
BhIpaKeHHast anemust, remaTokput 18—30%. B cpentem mpoyoi-
JKUTETLHOCTD JKI3HU SPUTPOIUTOB cocTaBsteT Beero 10—15 mmefi.
TanToro6uH B 1/1azme Jinb0 OTCYTCTBYET, TG0 €10 KOHIIEHTPaIlUsT
YMEHBIIEHa, @ KOHIIEHTPAIUst CBOGOHOTO reMOTIIO0MHA YMEPEHHO
yBesnuena. [ToBeiieH HerpsiMoit Guupyous. Vimeer Mecto o6pa-
30BaHue OGUIMPYOUHOBBIX KaMHeH sKeauaHOTo Ty3bipst. CereseHka
MOKeT OBITh YBeJIMUeHa B PAHHEM JIETCTBE, Y B3POCJIBIX MAJIbITHPY-
eTCsT PEIKO.

Mezanobracmuwvie kpusvl. TIpu orpaHUYE€HHOM TOCTYILIEHUT
¢ et GoTMeBON KUCTOTHI Pa3BUBAETCST METa00IacTHYECK I
9PUTPOTIOA3, & TAKIKE TUIIEPKOATYISIIUOHHOE COCTOSTHUE U3-3a I'O-
MOITMCTENHEMUT B pe3yJibTaTe Aeututa hoaaToB.

Annacmuuecxue xpusvt. llanmentsr ¢ CKA noasepskeHsl MH-
(hex1am 1 BocmamuTeIbHBIM TIPOTIECCaM, TTO/IABISIONIAM dPUTPO-
1033. TUnuIHBIM TPUMEPOM SBJISIETCS MH(MEKITUS TTAPBOBUPYCOM
B19, Ber3piBatoniasg rUmoNIA3WIO WIN ATIJIA3UI0 KPOBETBOPEHUS Y
6ospHOr0 CKA. Ha MemOpaHe spuUTPOUIHBIX MTPEANIECTBEHHUKOB
oOHapy’KeHbI PEIENITOPDI 7T BUpYca. Y UHOUINPOBAHHOTO TTAI1-
eHTa OBICTPO TaIaeT KOJIMIECTBO PETUKYJIONUTOB U TeMOTJIOONHA Ha
10 1/n 8 nens. [Ipr oTcyTCTBNM HEMeETEHHON TepaTTiy Pa3BUBAETCS
3acTOlHAs cepjiedHast HeJJOCTATOYHOCTD U TIOCTE/ICTBUS €€ MOTYT
OBITH cMepTebHBI. BoccTaHoBIeHE HPUTPOIT0I3a HAOTIOAAETCST
00BIYHO Yyepes 7 AHEN.

Ocmpouii 2unepcnaenum XapaxkTepeH 715 HOBOPOXK/IEHHDBIX
JieTeli paHHero Bo3pacTta. B TeueHne HeCKOJTbKHUX YacoB cesle3eHKa
YBEJIMIUBAECTCS ¥ CEKBECTPUPYET OOTBITUHCTBO IIUPKYTHPYIOMIHAX
HPUTPOIUTOB. MaccuBHasI CIITIEHOMETAJIHS ¥ [TaJleHre TeMOTJIOONHA
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6osiee 10 r/J1 MOTYT IPUBECTU K CMEPTU. B CBsI3u ¢ 9TUM pojrure-
Jieit 06yJaioT HABBIKY HAJIBIAINN CEIE3€HKU Y HOBOPOKIEHHBIX 1
He3aMeJINTeIbHOMY OOpallleHUIo K Bpady 1pu 0OHapyKEHUN ee
yBesmuenus. [IpunanHoii ocTporo rutiepenienn3mMa CauTaioT BUPYC-
Hble HH(pEKIUN. Y HEKOTOPBIX JIeTeil XPOHUYECKUI TUIIEPCILIEHU3M
BBI3BIBAET MAHIIUTOTICHUIO.

Tunepzemonus. TuimaHBIE TEMOJIMTUYECKHE KPU3BI C TIOBbITIIE-
HUEM PETUKYJIOIUTOB U TaJleHIEM TeMOTJIOONHA.

4. Denomen oKKAI03UU COCYO08 C (0IEBLIMU KPUIAMU.

PermauBupyiotipe TpoMGO3bI OMPEIEISIIOT B OCHOBHOM H0J1€3-
HEHHOCTb ¥ cMepTHOCTH rmareHToB nmpu CKA. Ha ipoTst:kenun Beeit
JKU3HU y GOJBHBIX ¢ TOMO3UTOTHOI (hopmoit CKA peruanBupyior
6osieBbie Kpuabl. OHM MOTYT HaUMHATHCS BHe3aIHO. [Tpu aToM 60J1H
JIOKAJIU3YeTCst B 00JIaCTH JKUBOTA, TPYAHOI KieTKu. [TostBaistioTcest
60uin B cycraBax. [Ipumepro B 1/3 ciryuaeB 601eBOMY KpU3Y TIpe/I-
IIECTBYET BUPYCHAs WK OakTepuaibHast WH(EKIns.

beckpusoBbIii 1epro/1 Ha TTPOTSKEHUM HECKOJbKUX MECSIIEB
WJIN J1aKe JIET MOXKET CMEHUTBCS TETBIM PSAZIOM CJIEYIONTIX OJTUH
3a JIPYTUM GOJIEBBIX IIPUCTYTIOB. Y HEKOTOPBIX GOJIBHBIX IPUCTYIIbI
Yaine BO3HUKAIOT PN HACTYTIIIEHUH XOJIO0/I0B, BEPOSATHO, B CBS3H C
pedIIEKTOPHBIM COCYIUCTBIM CITa3MOM. Y JPYTHX, HAITPOTUB, HoJTe-
BbIe KPU3BI yYaIaioTcs B TETIJIOe BPeMs T0/1a, T.€. TOT/[a, KOT/Ia CO3/1a-
I0TCsT OJTarOTNPUSATHBIE YCIOBUS [Jist 00€3BOKMBAHUST OPraHU3Ma.

Becbma pyHo muddepenimposats 6oseBbie kpuabl mpu CKA
¢ GOJISIMU B JKUBOTE TIPU TIEYEHOYHOM KOJIMKE, alllIeHANIIUTE UK
npoboeHnu 1mosioro oprana. Cieayer IOMHUTD, YTO TP KPU3axX
00BIYHO He y1aeTcst 0OHAPYKUTh KOHKPETHBIX IIPU3HAKOB T1aTOJI0-
TUU OPraHoOB OPIONTHOMN MOJIOCTH.

[TpucTyIibl TIEBpabHBIX OOJIEN COMPOBOKIAIOTCS OOBIYHO JIH-
xopazikoil. B HauasmbHOM Tieproie 6oJieit pu PEeHTreHOCKOTINH Opra-
HOB TPY/IHOM KJIETKU MATOJIOTNYeCKNX U3BMEHEHMIT BbISBUTH He y/1a-
€eTCsl, TI03/iHee MOKHO OOHAPYKUTh HH(MUIBTPATUBHBIE U3MEHEHST
(uHdapkT nerkoro). MHdapKT JI€rkoro ckopee CBsizaH ¢ TpoMO030M
COCy/IOB in situ, gem ¢ TpoM6oaMOOIHETT. B HEKOTOPBIX CITy4asix ouaru
nHpapKTa 1Mo[BEPratoTcst BTOPUUYHOMY NHOUIIMPOBAHUIO.

bomm, mokanmsyionyecs B KOHEYHOCTSX, MOTYT UIMUTHPOBATh
OCTEOMUEJIUT UJIV PEBMATOU/IHBIN WJIN ITOJarpuIecKuii apTput. Mo-
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JKeT OBbITh OCTPBIIl CHHOBHT ¢ 0Opa30BaHUEM BBITIOTA B CYCTABHYIO
mo10cThb. [Ipr aTOM caM BBITIOT ITpO3paveH, ;KeITOTO IIBETa, a YUCJI0
JIEWKOIIMTOB B HEM HEBEJIMKO, KPUCTAJLIBI 1 OAKTEPHH B BBHITIOTE HE
onpezensgiorces. B 6uonratax CHHOBHAIbHbBIX 000JI0Y€EK BbISABJISIOT
CEPIIOBU/THO U3MEHEHHbBIE APUTPOIUTDI, JIOKATUIYIOIIHECS B TIPO-
CBeTe METKUX COCY/IOB.

5. Xponuuecxue opzannsvie Hapyuenus. K 3peioMmy BO3pacTy
y TaNeHTOB B pPe3ysbTaTe KyMYJISITUBHOTO a(h(heKTa MOBTOPHBIX
OKKJIFO3WiT COCY/IOB HAKATIMBAIOTCST OOBEKTUBHBIE TPU3HAKK aHa-
TOMHUYECKOTO U (DYHKITMOHATBHOTO TMTOBPEKIEHNS PA3HBIX OPTAHOB U
TKaHel. B rnpoiecc MOTYT BOBJIEKAThCST TPAKTUYECKHU BCE OPTAHBI.

Cepoue. XpoHndeckasi aHeMUs ¥ IMIIOKCeMUS KpaiiHe HebJia-
TONPUSITHO BO3JICHCTBYIOT HAa CEP/AEUHYIO MBINIILY, TPUBOJST K
PasBUTHUIO 3aCTOMHON HEAOCTATOYHOCTH KPOBOOOPAIIEHWS, XOTSI
nH(aPKThI MUOKAP/IA TIPOUCXOJISAT PEKO.

ITeuenn. ViMeet MeCTO CKIIOHHOCTh K 00Pa30BAHUIO JKETIHBIX
kamueil. Kpome toro, npu CKA B0o3M0OKHO pa3BuTHe MHMapKTa
HeyeHu, KOTOpbIi nHoraa nHumpyercs ¢ popMupoBaHuem abe-
I[ECCOB.

Touxu. BcnenctBue MOBTOPHBIX MUKPOUH(MAPKTOB MTOUYEK MTPaK-
TUYECKH Y BceX OOJIbHBIX BO3HUKAET M30cTeHypHsi. MOsKeT ObITh BbI-
pakeHHast reMatypust. Y HeGOJIBIIOro Yrcjia GOJbHBIX PA3BUBAETCS
HePOTUIECKUIT CUH/IPOM, TIOU€YHAST HEIOCTATOYHOCTD, Y MYKUUH
Kak Ipe-, Tak U TI0CTIlyOepTaTHOrO BO3pacTa BO3SMOKEH TIPHAITI3M
(crionTanHas u 60JIe3HEeHHAs IPEKIIM 0JI0BOro diena). [Tocie oc-
TPOTO TIPUCTYTIA MOKET HACTYTIUTHh UMITOTEHIIHS.

Kocmnas mxans. «Hand-Foot» cuHapoM — TUIIMYHOE HPO-
asnenne CKA y zmereii ¢ npucrynom 6osieil B 00J1acTH NajiblieB
HOT WJIH PYK, AJIUTENBHOCTBIO 1—2 Helenn, ¢ 0TeKOM, JINXOPAJIKOH,
seitkormTo3oM. [lociencTBremM MakTUINTA CTAHOBUTCS MUMU-
3aJIbHOE MTOBPEsK/EHME ¢ YKopoueHueM dasanru. Kpome toro, npu
CKA, xak u mpu Apyrux HACJAEICTBEHHBIX TEMOJTUTUIECKIX aHe-
MUSIX, B KOCTSIX PEHTT€HOJIOTMUECKH BBISIBJISIETCS Psiji UBMEHEHUIA,
CBSI3aHHBIX C 9KCIIAHCUEN 9PUTPOUTHOTO POCTKA KOCTHOTO MO3Ta.
[TaTorHOMOHUYHBIM TTPU3HAKOM UH(PAPKTOB KOCTEH CJHYKUT J[BO-
SIKOBOTHYTOCTb T€JI TIO3BOHKOB MJIK UX (hopMa B BUIe PTa PHIOHL.
B pesysibrate nndapKTOB KOCTEl YBEJIMUNBAETCS YUCIO KOCTHBIX
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NepeKIaiiH, pa3BUBaeTcst ocTeockaepo3. Hepenok acentuueckuit
HEKPO3 TOJIOBKY Ge[PeHHOI KOCTH, BCIIEACTBIE Yero GoJbHOI cTa-
HOBHTCSI TJIyOOKMM MHBAJIUIOM. BeposiTHOCTh MH(MUIIMPOBAHUSI
nHGAPKTOB KOCTEH, Kak U WHMAPKTOB APYTUX OPTAaHOB, BHICOKA.
Yacro nHbunmuposanme nHMGAPKTOB ¢ Pa3BUTHEM OCTEOMMETUTA
ObIBaeT 00YCJIOBJIEHO CAIbMOHE/LTAMMU.

Iasnovie s6a0ku. Y 60abHBIX ¢ ToMo3uroTHoi Gopmoit CKA
HapyIIaeTcs OCTPOTA 3PEHUS BCJIENICTBUE CAMBIX PA3HBIX TOBPEXK-
JIeHMiT TIasHoro sg6j0ka: nH(apKTa CeTYaTKK, PA3BUTUS aPTEPU-
OBEHO3HBIX aHACTOMO30B, KDOBOUBIUSIHUHN B CTEKJIOBUIHOE TEJIO,
nposdepaTUBHOTO PETUHHUTA, OTCJIONKHN ceTyaTku. [Ipr ocmoTpe
C MCHOJIb30BaHNEM OUHOKYJISIPHOM JIYIIbI ¢ CUJIBHBIM YBEJIMYEeHU-
€M MOKHO YBU/IETh U3BUTOCTb COCY/IOB KOHBIOHKTUBBI TJIA3HOTO
stb10Ka.

Koorca. K gacteim ociosxkHennssMm CKA oTHOCST XpoHUYECKHE
SI3BBI AUCTATBHBIX OTAEIOB HIDKHUX KOHEUYHOCTEeN. V3ba3Bienus
KOKU GoJiee TUITMYHBI 7t OOJIBHBIX € TSIKeJI0N (hopMOit aHeMuH,
npuyYeM Yallle MU CTPAZAIoT JIUIA, TPOKUBAIOIINE B YCIOBUSIX
TPOIUKOB.

Hepenas cucmema. CKA MOXKeT COPOBOKIATHCS PA3ZHOOGPas3-
HBIMU OCJIOKHEHUSIMU CO CTOPOHBI HEPBHOU cuctembl. Hanbosee
XapakTepHbl TPOMOO3bI COCYI0B MO3Ia, XOTS He UCKJII0YAeTCs 1
HOBBIIIEHHBIN PUCK cybapaXHOUIATbHBIX KPOBOM3JIHsIHIIL. Bepo-
STHOCTH Pa3BUTHS KaKUX-JTMOO0 HEBPOJOIMYECKUX OCTIOKHEHMIT Ha
HPOTSKEHUH BCeil sKu3Hu 60bHOro cocrasiisger 25%. Yaiie Bcero
BHE3AITHO HACTYTIaeT TEMUTLIETHS, Peske KOMa, CyIOPOTH, HapyTie-
HUST OCTPOTHI 3peHust. B GOJIBITUHCTBE CilydaeB HEBPOJIOTHYECK UL
CTaTYyC MOJHOCTHIO HOPMAIU3YETCs1, 0COOEHHO TTOCIe TEPBOTO TPU-
CTyTIa HapyIIeHUsI MO3TOBOTO KPOBOOOPAIIEHHSI.

Ocnoxcnenus 6epemennocmu. MarepuHCKast CMEPTHOCTD CO-
crasJsier 1% y sxentmn ¢ CKA. HauboJiee yacTast mpuanHa Jietaib-
HBIX UCXO/IOB — JIETOUHBIE OCJIOKHEHNS. BO3MOKHBI CTIOHTAHHBIE
BBIKW/IBIIIN, TUTTOTIA3US TLIO/IA.

Kpurepuu quarnosa. CeproBUIHOKIETOUHYIO aHEMUIO BCETA
CJIe/lyeT I0/I03PEBATD IPU BBISBJIEHUN FeMOJIUTUUECKON aHEMUU Y
npeicTaBuTENEN HETPOUIHON TOMYJISIINN.

1. I3mMeHeHusi CO CTOPOHBI AaHAJIN3a KPOBU: MAKPOIIUTO3 SPUTPO-
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1utoB (MCV >100), petuxysorutos (>100,0x10° /1), nefikonnros
¢ HEITPO(DUIIE30M U HE3HAUNTETBHBIM JIEBBIM CIBUTOM, TPOMOOIIHU-
T03. B Mazke nepudepuueckoit KpOBU: CEPIIOBU/IHBIE 9PUTPOIIUTBI,
MOTMXPOMATOMDUIBHBIT MAKPOITUTO3 9PUTPOIIUTOB, HATITINE dPUT-
poruToB ¢ TesbiiaMu Ko (QYHKIIMOHAIbHAS aCTITIeHUS ).

2. dnekTpodopes reMor06uHa ¢ KOJUYECTBEHHBIM OIIpe/ieie-
HueMm remMorsiobuna A, S, A2, F

Jleuenue. Pajukanbras repanust CKA ne paspaborana. Bax-
HYIO POJIb UTPaeT reHeTUYeCKoe KOHCYIbTupoBanue. J{narnocruka
CepHOBHUIHOKIETOYHON aneMi Bo3MoskHa BO 11 Tpumectpe Ge-
pemenHocTu nipu aHaynuse JIHK kietok miona, cogepskanuxcs B
aMHUOTHYECKOM skuaKkocTu. Ecim B pesysibraTe aHanusa Oyzuer yc-
TAHOBJIEHO, YTO T1JI0J] TOMO3UTOTEH IO T'eHY, IeTEPMUHUPYIOIIEMY
cunres HbS, To poauTesn MOryT 1o cBoemMy KeJlaHWIO IpepBaTh
6EepPEMEHHOCTb.

B xommrekcnom cumntomatndeckoM edennun CKA 3a moc-
aenaue 30 JeT OCTUTHYTHI 3HAUYNTENIbHBbIE yerexu. Bee Golibiie
MAlMeHTOB TOKUBAIOT /IO BIIOJIHE 3PEJIOTO BO3pacTa U Jaske MMEIOT
neteit. Jleueane CKA npezctaBiisieT MHOTOKOMIIOHEHTHYIO CUCTEMY
MepOTpUATHIT TPOPUITAKTUIECKON HATIPABIEHHOCTU U JeUeHU ST
KJIMHUYECKUX [IPOSIBICHUN 1 OCIOKHEHNI 3a001€BaHuUsL.

1. MeponpusaTus, HallpaBJeHHbIEe HA TOIEPsKAHIE 3OPOBbS B
1esioM. PekomeH yembie yCJI0BYS JIJisl 5KU3HU: BBICOTA HAJl YPOBHEM
Mopst 10 1500 M, OTCyTCTBHE XOJOIHBIX U KpaiiHe KapKUX TeM-
neparyp. CTUIb JKU3HU: JOCTATOUHBIM ITPUEM JKUKOCTHU, OTKA3
OT aJIKOTOJIBHBIX HAITUTKOB, aKTUBHOTO WJIVN TACCUBHOTO KyPEHW,
yroTpebsieHUsT HAPKOTUYECKUX CPECTB, TSKEIbIX (DU3UYECKUX
Harpysok. [Turamue: canmaeMenTanyst GoaueBON KUCTOTOH 5 MT B
nenb, 10 nueit B mecsr, ek 10 Mr B esws (1-2 mecsra B roay) 10
10J10BOH 3pesioctu. O6pasoBaTe IbHbIE IIPOrPAMMBbI JJIS POAUTE e
U POJICTBEHHUKOB C JIOCTYITHOCTHIO AaHAJIbI'€3U N B IOMAIITHUX YCJIO-
Busix. ColmabHO-TICUXOJIOTHYECKast TOMOIIb, M30esKaHue CTPECCO-
BbIX cutyanuii. [Ipodeccronanibuasi opueHTaIus ¢ MCKJIIOUEHnEM
TSKEJIOTO (DUBUIECKOTO TPY/Ia M TPY/IA, CBA3AHHOTO C TIEPEOXJIaK-
JICHUEM.

2. lIpodunaktuka nndekuii: ¢ 2 MecsIes /10 S JIeT KU3HU —
[pUeM TeHUIUIIIMHA BHYTPb; UCIIOJIb30BaHHEe aHTUOMOTUKOB, aK-

181



Yactb 2. 061ias rematonorus

TUBHBIX MPOTHB ITHEBMOKOKKOB MPH GaKTePUATbHBIX HHPEKITHSIX;
JiedeHre OYarOBbIX BOCTIAJIUTEIBHBIX TIPOIECCOB: CAHAIINS TI0JIOC-
TH PTa, JIeueHne CUHYCUTOB, TOH3UJLIUTA, XOJIEIUCTUTA, MOUEBOI
nHOEKINT; TMMYHU3aIud TPOTUB Streptococcus pneumoniae,
Haemophilus influenza, Meningococcus, Salmonella typhi; mpo-
(bunaxTrka Manapun.

3. Jleuenne anemuu u tpancdysuonnas repanus IM. [lpu
JIeYeHU I aHeM I HeOOXOANMO MAeHTH(MHUINPOBATH OCHOBHYIO ITPH-
YUHY ee pa3BuUTHs (ITOBBINIEHHAS CEKBECTPAIMST 9PUTPOIUTOB B
ceJie3eHKe, TIeUeHH, alTaCTHYECKUH, MErao0IacTHBIN KPH3, ayTO-
MMMYHHBII TeMOJIU3, OTCPOYEHHAS reMOJIMTHYecKast Tpanchysu-
OHHAsT PeaKITns, OCTPBIN AMN30/] MAJISIPUN, OCTPas KPOBOTIOTEPS,
XpOHHUYECKOe Bocnanenue, B ,-nedunnrnas anemus, modyednas
HEIOCTaTOYHOCTh, XPOHUUECKUH runepcniennsm). [Ipu octpoit
anemuu TpaHchysur IM ocyuiecTBISIOT B 00beme 7 Mut DM Ha
1 Kr Bo m30esKaHue TUIepBUCKO3HOTO cocTostHus. C 11es1bio podu-
JIAKTUKU WJIN JIeUeHUs BA30OKKJIIO3MOHHBIX OCJIOKHEHUI y jleTeit
U B3POCTBIX (TMTOATOTOBKA K XUPYPTUUYECKNM BMEIIATENbCTBAM C
HAPKO30M, POJIaM, TIPX MO3TOBbIX BACKYJIOMATHSIX, OCTPOM TPYJIHOM
CHUHIPOME ) TIPUMEHSIOT 3aMeHHbIE TPAHC(Y3UN 3PUTPOITUTOB.

4. Jleuenue 60J1€BOT0 WJIM Ba30OKKIIO3MOHHOTO KPH3a BKJII0YA-
eT: tuapatarmorHyto Teparuio (100—200 ma B yac), Kucaopoaore-
panuio (3—4 J1 B MUHYTY) 1 00e300/1mBaHne (BHY TPUBEHHbIE OTTHA-
ThI, C TIOCJIEAYIONTUM TTIePEBOZIOM Ha TIPUEM BHYTPb ), C BOSMOKHBIM
HOJKJIIOYEHEM aHTUOMOTHKOB IITMPOKOTO CIIEKTPA.

5. Hosble nosxo/ip K stevennio. Mcnosib3oBaHue JieKapcTBEH-
HBIX CPEJICTB, CIOCOOCTBYIOIIHX MOBbIIEHNIO KoHIleHTpari HbF:
TUIPOKCUYPEa, S-a3aluTH/INH, 2 TAKKE PEKOMOMHAHTHBIX 9PUTPO-
MO9TUHOB.



aea 8

NPHOBPETEHHDBIE '’EMO/IHTHYECKHE
AHEMHH

ITO aHeMUH, XapaKTePU3YIONIlecs MOBBINIEHHBIM PACITIaoM
(YKOpOYeHNeM NMPOIOJKUTENbHOCTH SKU3HU ) HEM3MEHEHHBIX 9PUT-
POIINTOB B pe3yJIbTaTe BO3ENCTBUS Ha HUX BHENTHUX TTOBPEKIAI0-
mux akTopos. B 3aBucuMOCTH OT XapakTepa BHEIITHETO (hakTopa
npruoOpeTeHHble TeMOJIUTHYECKIEe aHEMUH TIOAPA3AEIAIOT Ha He-
MMMYHHBIEC 1 UMMYyHHBIE.

K daxTopam, BBI3BIBAIONINM HEMMMYHHBIH T€MOJH3, OTHO-
CAT:

1. Mexanundeckue (DaKkTOPHI:

* IpsIMOEe TIOBPEsKatoliee BO3/IeCTBAEe HA 9PUTPOLUTHI UC-
KYCCTBEHHBIX KJIAITAHOB CEP/IIA;

* MUKPOAHTUONATUYECKUI TeMOJIN3: MTOBPEKICHUE PUTPO-
IIUTOB ¢ UX (pparMenTamueil (IMMU301IUTO3) TPHU MTPOXOKIAEHIH 11O
MEJIKUM COCY/IaM € OTJIOKEHUSIMU Ha CTeHKax HuTel (hnbprna (My-
UHO3HBIN pak, /I BC-cunapoM, TpoMboTHYECKasT TPOMOOIITOLIE-
HUYecKas My pILypa, TeMOJUTUKO-YPEMUYECKUM CUHIPOM, MEHUHTO-
KOKKOBasI CETITUTIEMUS, CETICUC, BBI3BAHHBIN TPAMOTPUIIATETbHBIMHI
GaKTepUSIMU, TIPEIKIAMIICHUST/IKJIAMIICHS, 3JI0KaYeCTBEHHAsT apTe-
puasbHAs TUTIEPTEH3US ).

2. buonornyeckue axktopsl (MHEKINN ):

e MasApus (TIPSIMOe TTOBPEKAATOIIee BO3AECTBIE MAJTSIPUTI-
HOTO TIJIA3MO/IUST Ha 3PUTPOIINT, a TaKKe (heHOMEH TUTIePCITICHN3-
Ma);
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* KJIOCTPUAMAJIBHBIN cerncuc (BO3/ieficTBUE TOKCUHA HAa APUT-
POIINTEI).

3. @usnueckue HakTOPHL: OOIMIMPHBIA 0KOT W TEPMIYECKAsT
TpaBMa.

4. Xumnueckue (pakTopbl:

* TsuResiad Tunioocdaremus (Togoganme, aTKOTOJU3M, JIJTH-
TeJBHBIN TIpueM (hocdop-CBI3BIBAONTNX ATIOMUHUN-MAarHUI-CO-
JepsKaIuX aHTaIUuI0B );

* BO3/IEHICTBUE TSIKEIBIX METAJIJIOB: MHTOKCUKAIIUSI CBUHIIOM,
mezbio (6osesub Konosanosa—Buibcona);

* JIEKAPCTBEHHBIE TIPETapaThl 1 XUMUYECKUE BEIECTBA OKUC-
JIUTENBHOTO BO3/eticTBUA (Ccyabdocanasni, Jaricod, HUTpodypa-
HbI, (heHa30NMUpPUINH, PeHaIeTHH, XJIOPAThl, HUTPATHI, Ha(TaINH,
METHUJIEHOBBIN CUHUI);

* YKyCBI 3Mell (KOOPBI).

5. IIpuoGpeTernas MeMOpaHOIIATHS: TTAPOKCU3MAIbHAST HOUHAST
reMOTJIOOUHY PHSL.

VIMMyHHbIE T€eMOJUTHYECKHE aHEMUH 00YCJIOBJIEHbI HAJTY -
eM B opraHuaMe GOJIbHOTO ayTOMMMYHHBIX WJIH a/lJIONMMYHHBIX
AHTUIPUTPOITUTAPHBIX AHTUTEJ.

[pu annoummynmoix zemorumuyeckux aHeMusix aHTUTEJA Mpo-
THUB AaHTUTEHOB PUTPOIUTOB MOMaAaioT n3BHe. Hampumep, pu me-
peJIMBaHUM MHOTPYTIITHOM KPOBH, TIPEK/IE BCETO, IO CUCTEME PE3YC U
MaJIbIM AaHTUTEHHBIM TPYIITIaM, TIPU PE3YC-HECOBMECTUMOCTH KPOBU
MaTepu U oja. AHTHUTEIa MaTepU TIONAJIAI0T Yepe3 MJIAIEHTY B
OPraHu3M IJI0/[a, BBI3BIBAS Y MMOCJIEIHEr0 FEMOJTUTHIECKYIO O0JIE3Hb
HOBOPOXKIEHHOTO. K aJlTONMMYHHBIM aHEMUSIM OTHOCSIT TIOCTTPAH-
CILJIAHTAITMOHHBIN TEMOJTU3.

Aymoummynnas zemorumuveckas anemuss (AVUTA) — pas-
HOBHIHOCTH OOJIBIIIOrO CeMeiicTBa ayTOMMMYHHBIX 3a00J1eBaH M
yesoBeka. OHa BO3HUKAET B pe3yJibraTe BHIPAOOTKU B OPTaHU3Me
ayTOAHTUTEN TIPOTUB COOCTBEHHBIX HEM3MEHEHHBIX dPUTPOIIH-
TOB M3-32 CPbIBA UMMYHOJIOTUYECKOH TosiepanTHOCTU. C yueToM
ATHOJOTUYECKUX (haKTOPOB, BHI3BIBAIONINX CPBIB UMMYHOJIOTH-
YECKOH TOJIEPAHTHOCTH, CPE/IN Ay TOUMMYHHBIX TEMOJTUTUYECKIX
aHeMWH pa3IuIaioT IEPBUUHbIE, IJTH UANOTATUIECKUE, T CHMIITO-
Martudeckue (BTopuunbie) hopMmbl. IIpu nanonarmdeckoit AVITA
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MyCKOBOH aTHOJIOrHYecKUil pakTop HeusBecTeH. K cumnroma-
tudeckuM AVTA oTtHOCST corydan 3a60jieBaHusl, TIPU KOTOPBIX
CPBIB UMMYHOJIOTUIECKON TOJIEPAHTHOCTH 00YCJIOBJIEH H3BECTHBIM
MycKoBBIM (hakTopoM. Bropuunsie AVIT'A BO3HUKAIOT IPH JINM-
dbonponudepaTrBHbIX 3a60eBaHUSX (JTUMGBOMBI, XPOHUYECKIIT
UMb OIENKO3), PasIMuHbIX MHPEKITUOHHBIX 3a00J1eBaHusX (MU-
KOIlJIa3MEeHHAast THEBMOHM S, CU(DUITIC, BUPYCHBIE MHMEKITUH U JIP. ),
CHCTEMHBIX Ay TONMMYHHBIX 3200J1eBaHUAX (CHCTEMHAsT KpacHasT
BOJIYAHKA U [IP.), & TAKXKE TI0CJIe IPUMEHEHUS PsI/la JIEKaPCTBEH-
HBIX BEIECTB.

AyTOMMMYHHBIE TeMOJINTUYECKIE AHEMUU TPUHSITO MTO/Ipasie-
JISITh B 3aBUCHMOCTH OT CBOVCTB 2y TOAHTUTEN M MeXaHu3Ma (MecTa)
paspyIeHus 3pUTPOITUTOB.

BeiiesistioT TEIIOBbIe U XOJ00BbIe ayToaHTHTeNA. TernmoBbre
ayToaHTUTeJa — 3TO 0ObIYHO IgG, OHU TIPOSIBIISIIOT MAKCUMAJIBHBIIT
acpdext mpu Temmeparype 37°C. X0JI010BbIE Ay TOAHTUTENA — 9TO
00b1uHO IgM, OHU OKa3bIBAIOT MAaKCUMAJIbHOE JIEHCTBYE TIPU TEM-
nepatype 4—18°C.

Paspy1ienne spuTpoIMTOB MOKET OBITH 0OYCIOBIEHO TPSIMBIM
MOBPEKIATONTIM BO3/IEHICTBIEM Ay TOAHTUTEN HA IPUTPOIIUTHI TIPU
y4acTH KOMILJIeMeHTa (BHYTPUCOCYAUCTBII reMOJIN3) U MOXKET
OBITH Pe3yabTaTOM (HaroIruTo3a IPUTPOIUTOB, OTICOHUPOBAHHBIX
aHTUTEIAMU, MaKpoharaMu PeTUKYJI0IHIOTEJNATBHON CHCTEMbI
(PIOC) (BHYTPUKIETOUHBIH TEMOIH3).

[TpstMoit, KOMILIEMEHT-00YCJIOBJIEHHBIN T€MOJIN3 BCTPEYAETCST
peske, HOCUT BHYTPHCOCYAUCTHIN XapakTep. O6ycIoBieH Bo3elic-
tBueM IgG, nnorna IgM. AnTuTtesna GUKCUPYIOT KOMIJIEMEHT Ha
MeMOpaHe 9pUTPOINTa ¢ 06Pa30BAHNUEM TEPMUHATHLHOTO MeMOpa-
Homnospexgaioniero komiaekca (MAC; C5b-9).

DaronuTos apuTponuToB Makpodaramu POC — GoJiee yacToit
BapUaHT, XapaKTE€PU3YETCs] BHYTPUKJIETOUHBIM FeMOJI30M 1 00y C-
soBren antutesamu 1gG. Maxkpodarn POC umeroT perentopsr K
Fc-dparmenty 1gG 1 komrionenTam cucteMbl Komiiementa. Ha-
murie [gG 1 KOMITOHEHTOB CHCTEMbI KOMILIEMEHTa Ha MeMOpaHe
3pUTPOIUTOB (OIICOHU3AINS ) BBI3BIBAET MOJHbBIN WU YaCTUIHBIN
daroruTos sputporuToB. DaronuTo3 OCYIMECTBISAIOT KyITIEPOB-
CKMe KJIETKY CeJIe3€HKH NJIN TIeYeHHU.
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8.1. AyTOMMMYyHHasi reMmonuTu4eckas aHemus
C TennoBbIMU aHTUTeNnamMmu

Ita hopMa UMMYHHBIX TeMOJUTHYECKUX aHEMUH HanboJiee
gacTast: Ha ee 0o ipuxoautest 10 70% ciydaes. Boigensior mep-
BUYHYIO, WJTH UAUOTIATHIECKYTO, (POPMY U BTOPUYHBIE, HJIV CHMII-
tomaTudeckue, hopmel. Cumnromatudeckas AUT'A ¢ TenmoBeiMu
AHTUTEJTAMU MOKET OBITh CBsI3aHa ¢ MHMEKIINMOHHBIMUA areHTaMu
(BUPYCHI), CHCTEMHBIMU ayTonMMYHHbIMU 3a00steBarmsivi (CKB,
peBMaTouHLIH apTpuT), muMdomamn (B-XJIJI, HexomxkmHCKIE
sumbombl, MM, tmmpoma XoKKIHA ), TAMOMOI, IEPMOU/THBIMU
KHCTaMU IMYHUKOB, KaPIIMHOMOM, TUTIOTaMMAari00y InHEMIeit, CUH-
JIPOMOM TTPHOOPETEHHOTO UMMYHOIE(HUITHATA.

IIatorenes. TenoBble ayToanTuTema — mMouTH Beerna 1gG
(BoaMoskHO IgA u IgM) — «cansrcsi» Ha MeMOpaHy dPUTPOIINTA.
[Ipn aTom MoTyT uKcUpoBaTh UM He (PUKCUPOBATH KOMTLIE-
MEHT.

Maxkpodaru cesnesenku pacrosHaioT Fe-pparMenTsr nMMy-
HOTJIOOYJIMHOB Ha MeMOpaHe 3pUTPOIMTOB. [eMOJIN3 9PUTPOIMTOB
OCYIIECTBJALIOT Makpodarn ceie3eHkn (BHyTpUKIeTouHbI). [1e-
YeHb MUHUMAJILHO YYaCTBYET B 3TOM Tipotiecce. Bo MHOTHX corydasix
(aroIuTo3 apUTPOIUTOB MOKET OBITH YACTUYHBIM, T.€. SPUTPOITAT
TEepsIeT 4acTh CBOE MeMOPaHbI ¢ YMEHBIEHUEM IO/ TOBEPX-
HOCTH B GOJIBIIIEN CTENeHN, 4eM 00beMa, U TIPEBPAIIACTCS B PE3YJIb-
TaTe 9TOTO B C(hePOINT.

B cayyae BbICOKOI KOHIIEHTpAIIMK ayTOAHTUTEJ HA [TI0BEPX-
HOCTHU 3PUTPOIUTOB U HATUYUS (DUKCUPOBAHHBIX KOMIIOHEHTOB
CHCTEMBI KOMIIJIEMEHTA UMEET MeCTO cMHepTu3M zeiictBus IgG
U pasBUBaeTcs 60Jiee MHTEHCUBHBIN BHYTPUCOCYIMCTHIN reMo-
JIn3.

Kiaunuyeckue nposiBiaenusi. 3abosieBaHue MOKET BO3HUKATh
B J1II060OM BO3pacTe, HO Yallle CTPAJaoT B3POCIble, 0COOEHHO KEH-
IIMHBI, U pecTapenbie. Tedenne 3a00eBaHMst MOXKET OBITH pa3-
HBIM — OT GECCUMITTOMHOTO /10 (DYIbMUHAHTHOTO € Pa3BUTHEM MIOKA
1 OCTPOU IMOYETHON HETOCTATOUHOCTH.

Y B3pocabix 3abosieBatne MpOTEKAeT, Kak MPaBUJIO, XPOHH-
YeCKU Ha MPOTSKEHUU MHOTUX JIET, ¢ PA3IMYHOI 4acTOTOi 060c-
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TpeHui. Yarie xapakTepHO OCTpoe HavyaJlo C BHE3AITHOU Pe3KOi
c1aboCThIO, ceparieOneHreM, OJIBIITKON, TUXOPAIAKOH, KeATYyXOM.
Hexkoropsbie mamnuenTsl orMedaioT 6oau B kusore. Hepeako npu
9TOM OIMUOOYHO YCTAHABAUBAIOT MArHO3 OCTPOTO reraThTa UK
riomepyJsioHedputa. B kinHNYecKoi KapTHHE MOXKET UMETh MECTO
TpoM603 TIyOOKHMX BeH HIKHUX KOHEYHOCTEH, a B Psijie CrydaeB
TPOMOO3 Me3eHTePUATbHBIX M BOPOTHOM BeH. [Tpu masbraliuu Bbi-
SABJIATOT yBEJIMYEHNeE cesle3eHKY, MHor/a edeHn. OTHOBpeMEeHHO ¢
aHeMueit MoskeT 0OHapy KUBaThcst TpoMOoInToneHnst. Couetanue
UMMYHHOH JeCTPYKIUU 9PUTPOIUTOB ¥ TPOMOOIIMTOB Ha3bIBAIOT
CUHIPOMOM JBaHca. B 9ToM ciiyuae BBISBJISIIOT aHTUTEJA K TPOM-
GoIMTAM U DPUTPOIUTAM.

ITpu naunbosee Taxenoit hopme AVTA MOKET IIPOMCXOAUTD
by TPMUHAHTHBII MAaCCUBHBIN TEMOJIH3, COMTPOBOKIAIONTNIICS Te-
MOTJIOOMHEMUEN, TeMOTJIOOMHYPHUER U IIOKOM, YTO YTPOKAET Jie-
TasibHbIM HcxonoM. DyIpbMUHAHTHOE TeyeHue GoJiee XapaKTepHO
IS IeTeil 1 CBSI3aHO ¢ BUPYCHBIMU WH(DEKITUSIMU.

Kputepuu quarnosa:

1. IaMeHeHust co CTOPOHBI aHAIM3a KPOBU: CHUKEHHUE TeMO-
rJI061Ha pa3Hoi crenenu, MakpoiuTos apurpornutos (MCV >100),
PeTHKYI01NTO3 (aGCOTIOTHOE CO/IEPIKAHIE PETHKYJIONUTOB — GoJiee
100,0x10° /1, ipu moacuere B Mmaske — 6osiee 50—100—-200-300%o),
BO3MOJKEH JIEHKOIMTO3 ¢ HENTPODUIe30M 1 HeE3HAUUTETHHBIM Jie-
BBIM CIBITOM, TPOMOOIIUTO3 Wi TpoMbGoiuTonenus. B maske me-
pudepruyecKoit KPOBU: OJUXPOMATOMPUIbHBIN MAKPOIIUTO3 IPUT-
POTUTOB, HATTNYE CHEPOITUTOB.

2. B 6uoxuMuueckoM aHaIu3€e KPOBY — IPU3HAKU [IOBBIIIEHHO-
IO paciiajia 9pUTPOIUTOB ¥ FeMOTJI0OMHA: OBbIIIEeHIe GUIMpyOruHa
3a CYET HEIPSIMOTO, CHUKEHME KOHIIEHTPAIIMH JI0 ITOJTHOTO MCUe3-
HOBEHUS ranroryaobuna, mossimenue JI/[T, cHIKeHNe TINKO3UIII-
POBAaHHOIO reMOTJIOOKMHA.

3. [Ipusnaky BHyTPUKIETOUHOTO TEMOJIN3a: YBEJIUUEHNEe Cce-
JIE3€HKH, TIOBbIIIEHe YPOOUJINHA B MOYE; TIPU3HAKU BHYTPHUCO-
CY/INCTOTO T€MOJIM3a; TeMOTIOONHEMUS, TeMOTJIOOMHYPHSI, Yaltle
reMOCH/IEPUHYPUS.

4. Ceposornueckasd [UarHOCTUKA: TTOJOKUTETbHAS TTPsSMas
npoba Kym6ca. ITpu Tsiskenbix opmax aHeMun OOJIbIINE KOJIH-
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yecTBa aytoantures (IgG unm IgM) onpenensitorest He TOTBKO HA
HOBEPXHOCTHU APUTPOIUTOB GOJBHOTO, HO U B CBIBOPOTKE, UTO MO/
TBEPIKIAETCS TTOJIOKUTEbHBIMU Pe3yJIbTaTaMi HEMPSIMOM TIPOObI
Kymb6ca.

JInddepennuaibHas IMAarHOCTHKA ITPE/II0JIaraeT opeeie-
HUe TsKecTH 3a00JIeBaHMs U TIOIYTHO YCTaHOBJIEHWE TIPUYHHBI
CUMIITOMAaTUYECKOTO TEMOJIN3A, a TaKKe (haKTa IIPE/IIeCTBYOTIei
B TeUeHre 3 MeCsIIeB TeMOTPAHCHY3UH I UCKIIOYEHHST OTCPOUEH-
HOIT TpaHChy3UOHHOU peaKkinu.

JleyeHue BKIIOUAET HEOTIOKHYIO TOCTIUTAIN3AIUAIO, YCTa-
HOBJIEHHE TIPUYMHBI FeMOJIN3a U Ha3HayeHle MeIUKaMeHTO3HOM
tepanuu. IIpu ocTpoM U ocTpeiiliieM remMoinse JiedeOHbie MepPOII-
pUATHUS HAlPaBJIeHbl Ha MPOMUIAKTUKY ITOKA, OCTPOH MTOUeYHON
HesiocTaTouHOCTH. [Ipn TsKemol aneMun MMOKa3aHbl TPaHCDY3UH
IM c 0b6s13aTEIbHBIM MH/MBULY AJIBHBIM TT0[00POM IOHOPCKON KPO-
BU. MeTOIOM TTaTOTEHETUYECKON TEePATTUU SBJISIETCS Ha3HAUEHNE
I'KC B go3e 1-2 Mr/Kr B fieHb ¢ 1esibio 6J10Kanbl Fe-perentopos
MakpoGaroB cejie3eHKH ¥ TOJABJIEHUsT BBIPAOOTKN ayTOAHTUTEI.
OTBeT Ha JiedeHre OTIEHUBAIOT B IepUO/1 10 3 Helenb. [Tpu Hanmmunm
orseta riprieM ['KC B mepBoHauaIbHOM /103€ TTPOIOIKAIOT /10 YPOBHS
remorsiobuna >100 /1. 3aTeM 103y cHIZKAOT 110 5—10 MT B He1e 110
1o 10 mT, nanee B Teuenmne 3—4 MecsIleB BO3MOXKXHO CHU3UTD 103y
1o tosiolt otMenbl. Yacrtora otBeta Ha 'KC cocrasasger 80%, Ho
y 2/3 manueHToB HabJIIOJAeTCS PEIUANB B TIEPHO 3—4 MecsIeB.
B psijie ciiyuaeB mMeeT CMbICT COXPAHUTD TIOJ/IEPKUBAIOILYIO Te-
panuio 'KC B s103e 5—10 mr.

Ecam sHeobxonumast 1o3a TKC cocrasiser 10—20 Mr uiu umeet
MECTO ILJI0Xast IEPEHOCUMOCTb TEPAIIIH CO 3HAYUMBIMU TTOOOYHBIMI
addexramu, mokasaHa ciuieHakrToMus. Ona apdexrrubaa B 50—60%
CJITy4JaesB.

K npyrum BO3MOKHOCTSIM Jie4eHUsSI OTHOCSIT UMMYHOCYTIPeC-
CHUBHYIO Tepanuio MUKI0(GpochaHoM U a3aTHOTTPUHOM, BUHKPHC-
tHOM. KpoMme TOro, BO3MOKHO Ha3HaYeHNe JaHa30Ja — aHApOTeH-
HOTO CTEPOU/Ia C MUHUMAJTbHBIM BUPUIU3UPYIONUM 3D deKTOM,
UHTUOUPYTOIero (hyHKIIMOHAIBHY O aKTHBHOCTH MaKpo(dharos — B
noze 100—150 mr/m? BHyTpHBeHHOTO HMMYHOTI00YMHA (0,4 T/KT,
5 mHeit), masmadepesa.
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8.2. JlekapcTBeHHO-00yCnoBNeHHble UMMYHHbIE
reMonMTu4yecKkme aHemum

B 10-20% ciryuaeB uMMYyHHbBIE TEMOJIUTHIECKITE aHEMIH 00y C-
JIOBJIEHBI TIPUEMOM JIeKapCTBEHHBIX cpencTB (okono 100 Haume-
HoBanwuii). IIpu 9TOM reMoJin3 TTOYTH BCETA BBI3BAH TETIJIOBBIMU
AHTUTEJIAMU.

BoiziesieHo Tpu MexaHU3Ma Pa3BUTH JIEKaPCTBEHHO-00YCJI0B-
JIEHHBIX UMMYHHBIX TeMOJTUTUYECKIX AaHEMUIA:

1. lanmenoswuii. JlekapcTBenHoe cpecTBO (MTEHUTIUIIJINH B 103€
6osiee 10 muir ME B 1ieHb, 11e(haiocIiopuHbl, TETPAIIMKINH, TOIOY-
TaMUJ U JIP.) TPUCOEANHSIETCS K MeMOpaHe spUTPOIITA ¢ TMOCTIe-
Ayroleil BhIpabOTKON ayTOAHTUTE TIPOTUB JTAHHOTO KOMILJIEKCA.
[Tpsamas po6a Kym6ca nostoskurtenbHas. [eMon3 BHY TPUKIIETOY-
HBIH, TIOJIOCTPBIN, HeTsKebIH. B caydae pukcanum K KOMILIEKCY
KOMIIJIEMEHTA MOKET Pa3BUBATLCS BHYTPUCOCYIUCTHIN TEMOJTU3.

2. Ummynoxomnaexcuvitl. B oTBeT HA BBeIeHUE JIEKAPCTBEHHOTO
cpezcrBa (11edanocopUHbL, XUHUH, XUHUJIH, CTHOO(hEH ) 00pasyroT-
cs anturena kiacca IgM nm IgG, yacto dpukcupyiorye KOMIJIEMeHT,
1 BIMMUHAIAS TMMYHHOTO KOMIIJIEKCA MTPOUCXOANT Ha MeMOpaHe
HPUTPOIIUTA C €T0 MOBPEKIEHNEM KaK «HEBUHHOI JK€PTBbI». [eMoi3
0ObIYHO BHYTPUCOCYIUCTHII, OCTPHIii, conpoBoskaatommuiics OITH,
4acTo 00YCJIOB/IEH MAJIBIMHE JI03aMHU JIEKAPCTBEHHOTO MTperapaTa.

3. Aymoummynnoviii. JlekapcTBeHHbIE cpencTBa (METUIIONA,
by apabuH, IpoKanHAMUL ¥ JIP.) CIIOCOOHBI MHIYIIMPOBATh BbI-
paboTKy ayTOAHTUTEJI TIPSMOTO AeHCTBHUSA IPOTUB dPUTPOLIUTOB
¢ pasBuTHeM 3a00JeBaHus, CXOKero ¢ uauonarundeckoin AVTA ¢
TEIJIOBBIMU aTTTIOTHHUHAMIL.

CytecTByeT psji IeKapCTBEHHBIX CPECTB (TIPesKIe BCETo 1ie-
(hasoCIOPUHBL), KOTOPbIE BBI3HIBAIOT HEMMMYHHYIO a0COPOIUIO
6eJIKOB Ha MeMOpaHe 9pUTPOIMTOB, BKJIOYAs Ig U KOMIIOHEHTHI
crcTeMbl KOMILIeMeHTa. IIpu 5ToM HabMI0AAI0T TOJI0KUTENBHYIO
npsimyio mpody Kymbca rmpu 0TCy TCTBUH reMOJIN3a, 4TO He SIBJISIETCST
OCHOBAHUEM JIJISI OTMEHBI JIEKAPCTBEHHOTO CPEICTBRA.

Jleuenue. [Ipekpaiaior Tepanuio JeKapcTBEHHBIM CPEICTBOM,
BBI3BABIIINM TeMOJTi3. Bo3aMo:kHO TprMeneHne Tpancdysutt IM mpu
taxkesnoit anemuu v TKC, XoT4 rocjennme He Beer/a 00sa3aTebHbl.
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8.3. XonogoBasa remarrntoTUHUHOBas
6onesHb

Bouee pezikast (hopma MMMYHHBIX TeMOJIUTHYECKUX AHEMUIL: HA
ee 10J110 ipuxoauTcst 10 20% caydaeB. Biiessior mepBUYHY 0, UK
UMONIATUYECKYI0, (hOPMY U BTOPUYHbIE, HJIU CUMIITTOMATUYECKUE,
dhopmbl 3a0071€BaHUSI.

Cumnromarideckast XITAB wanbosiee yacto 06ycaoBIeHa HH-
(heKITMOHHBIMU areHTaM1 — MOKET BO3HUKATD ITPU MUKOIIJIA3MEH-
HO THEBMOHW, TH(PEKITMOHHOM MOHOHYKJIeo3e ( BOB-mmbekms),
JIPYTUX BUPYCHBIX NHMEKINIX (a/leHOBUPYC, IUTOMETaJIOBUPYC,
BUPYC KPaCHYXH, TTAPOTUTA, BUPYC UMMYHOIE(DUIINTA YETIOBEKA),
GakTepua bHbIX HHGEKIUX (JETHOHEIa, KUITeTHast Tal0dKa,
JINCTEPUN ), IpU cuumce, MaIapuu 1 ip. Y mosxkuasix XI'Ab gac-
TO accorupoBana ¢ JuMbonposdepaTuBHBIMU 3260JI€BAHISIMI
(B-XJIJI, 6ose3up BanbaeHcrpema, HEXOMKKUHCKUE JTUMMOMBI),
MOHOKJIOHATIbHO# rTaMMaIaTreil, Ay TOMMMY HHBIMU 3200JI€BAHUSIMI
(CKB, peBMaTOUIHBIN apTPUT) U OMTyXOJISIMHU.

ITaTorenes. XosmomoBbie ayToanTuTena — Beerga [gM, makcu-
MaJTbHO aKTUBHBI 1TpH Temriepatype 4—18°C. IgM «cangrcs» na meM-
Gpamny 9pUTPOIUTA TPU HU3KUX TEMIIEPATYPAX U PHCOEANHSTIOT KOM-
rieMenT. [Tpu oBBIIEHN T TeMIIepaTyphbl B IEHTPATbHOM KPOBOTOKE
AHTUTEJIA OTHICTIJISTIOTCST OT 3PUTPOIIUTOB — KOMIIJIEMEHT OCTAeTCsI.
TemoJ1113 0OBIYHO 9KCTPABACKYJISIPHBIH, TPEMMYIIECTBEHHO B [IEYEHH,
ceJie3eHKa MUHUMAJTBHO yYacTBYeET B (haroliuTo3e 3puTPOITOB. BbI-
COKUU TUTP AaHTUTEJ MOKET aKTHBUPOBATH MOJTHbII KACKA/ CUCTEMBI
KOMILJIEMEHTA U BBI3BIBATH BHYTPUCOCY/IUCTBIN TeMOJINS.

Kimnnyeckue nposiBiaenusi. 3a60/1eBaHe BOSHUKAET TPEUMY-
IECTBEHHO Y MOKUJIBIX, Yatiie 601eioT sKeHu bl [1pu nndexnmon-
HO-00yCJIOBJIEHHBIX (hOpMax TedeHre ocTpoe. Bech CHMITOMOKOM-
TIEKC 32001€BANUST PA3BUBAETCSI HA XOJIO/I€ TIPH MTEPEOXTIAKIEHIH
OTKPBITHIX YacTell TeJa.

OcHOBHast CUMIITOMATHKa 0Oy CJIOBJIEHA arTIIOTHHAIINEH SPUT-
poruTOB B MepudeprieckoM KpoBoToKe. B pe3yibrate pa3BuBa-
eTcsl epudepuyecKuii akpoIMaHo3 JUIa, AUCTATbHBIX OTIEI0B
KOHEYHOCTEH, MAIUeHThl OTMEYAIOT 35510KOCTD, HETIEPEHOCHMOCTb
XOJIO/IA.
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Kpome toro, makporino0yaus IgM u3-3a BBICOKOI MOJIEKY-
JISSPHOW MAacChl BBI3bIBAET TUIIEPBUCKO3HBIN cHAPOM. OH MOXKeT
POSIBUTHCST KPOBOTOUMBOCTHIO CJAUBUCTBIX 000JI0UEK, KPOBOU3-
JIUSTHUEM B CETYATKY TJa3 [0 MPUYMHE TMOBBINIEHHON MTPOHUIIae-
MOCTH COCYZIMCTON CTEHKH TPU OJOKHPOBAHUY a/[T'€3MBHO-arpe-
TaI[MOHHBIX CBOICTB TPOMOOIUTOB U3OBITOUHBIM OEJIKOM TLIa3Mbl
KpoBU. /[pyroe rposiBjieHne TUIIEPBUCKO3HOCTA KPOBU — HapyIIle-
HU4 TeprudeprieckKoro KPOBOTOKA ¢ KIMHUKOHN cuHIpoMa Peiino,
pa3BUTHEM TPOPUUECKUX SI3B HUKHUX KOHEUHOCTEN M FaHTPEHbI
MAJTBIEB CTOTI.

Anemus1, Kak TpaBuJio, HerayOoKasi, He TpeOyIoIast TpaHC-
dysuii. [emaTo-, crisrenoMeranusa HeaHaunTeabHasA. MacCUBHBIT
remosin3z ¢ OTTH passuBaetcs peznko. TedeHue 3a00J1eBaHusT, Kak
MPaBUJIO, XPOHUYECKOE C PEIUAMBAMU B XOJIOTHOE BPEM:I TO/IA.

XapakTepHOH 0COGEHHOCTHIO SABJISIETCST Ay TOATTIIOTHHAIIUS
HPUTPOIUTOB ITPU KOMHATHOI TEMIIEPATYPE, UTO CO3AET TIPOOTIEMBI
MIPY OIPe/IeIEHU U TPYTITTH KPOBU U TIOJICYETE MapaMeTpoB repude-
pUYecKoil KpoBu (KOJIMUYECTBA IPUTPOIIMTOB U 3PUTPOIIUTAPHBIX
WHJIEKCOB).

Kputepuu quarnosa:

1. VIameHeHMs B aHAJIN3€ KPOBU: CHIKEHUE TeMOTJIO0ONHA pa3-
HO CTeTleHN, JJOKHO HI3KHE KOJTNIeCTBA 3PUTPOIUTOB, MAKPOIH-
to3 aputporutoB (MCV >100), no:xHoe noseimenne MCH, MCHC
(TTozcUeT aHATN3aTOPOM arperaToB 9PUTPOITUTOB ), PETHKYIOITUTO3
(abcomoTHOE coftepskanue petukyJoruTos 6osee 100,0x10° /o1, ipu
nozicuere B Maszke — MoskeT 6biTh 6osree 50—100—-200-300%o), Bo3-
MOJKEH JIEHKOIUTO3 C HEUTPODUIE30M 1 HE3HAUNTETTHHBIM JIEBBIM
CABUTOM, TPOMOOIIUTO3 WK TpombonuTonenus. B maske mepu-
(beprueckoii KpoBU: ayTOATTIIOTUHAIMS SPUTPOIUTOB. JlosKHBIE
M3MEHEHUSI CO CTOPOHBI APUTPOIIUTOB U SPUTPOITUTAPHBIX NHIEKCOB
HCYE3a0T TPH UCCJIeJOBAaHIH MTepUbEPUIeCcKOil KPOBH, MHKYOUPO-
BaHHOM B TepMocTate TIpu TeMiepatype 37°C.

2. B 6MOXUMHYECKOM aHAJIN3€ KPOBYM — TIPU3HAKHU TTOBBIIIEH-
HOTO pacrajia SPUTPOIUTOB U TeMOTIOONHA, TIPU UCCIIEIOBAHIN
6eJIKOB 2JIeKTPO(HOPE30M MOKHO BBISIBUTH M-TIPOTENH.

3. Ceposornueckasd [UarHOCTUKA: TTOJTOKUTETbHAS TTPAMas
npoba Kymoca.
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Jleuenue. BosmbHBIM ciieyeT n3beraTh nepeoXaakIeHuil, Mo-
JKeT OBITh HEOOXONMa CMeHa KJarmMata. [TI0KOKOPTHKOCTEPOH-
nbl MastoahdekTUBHbL. CIJIEHIKTOMUS Tak:ke MaynoaheKTuBHa,
MTOCKOJIBKY dPUTPOIUTEI CEKBECTPUPYIOTCA MaKpodaraMu edeH.
Bo3amoskHO npuMeHeH e M TOCTATUYECKIX UMMYHO/IETTPECCAHTOB —
rkrodocdana, XTopOyTHHA, a TaksKe MaasMadepesa ¢ 3aMeHHbIM
MepeJInBaHNeM T1JIa3MBbl.

8.4. NMapokcuamanbHas xonogoBas
remorno6uHypus

IT10 penkas hopMa ayTOUMMYHHOM TeMOJUTHYECKOI aHEMUH,
XapaKTepu3yonascs BHYTPUCOCYINCTHIM TeMOTNU30M C Pa3BUTH-
€M TeMOTJIOOMHYPUH TI0cie TpeObIBaHus Ha X0Jo/e. BosHukaer
B peayJsibTaTe nByX(aznoil peaknun ¢ yuactuem 1gG, nasnpiBae-
MbIX anTutenamu Jlonara—Jlanamreitnepa. B nepsoii dasze IgG
MIPU HU3KOH TeMIiepaType CBA3BIBAIOTCS C 9PUTPOIUTAMHA U (PUK-
CUPYIOT KOoMILIeMeHT. Bo BTopoit dase, npu temrneparype 37°C,
MTPOMCXONT AaKTUBAIIAS KOMIIJIEMEHTA, TIPUBOAIAS K TEMOJIN3Y.
Anrurena [lonata—Jlanmmreitnepa cnenuduynel Kk P-antureny
PUTPOIIUTOB.

3aboJsieBaHye UMEET TPU TUITHYHBIE (DOPMBIL:

1) ocTporii remosn3, CBA3aHHBIN ¢ WH(MEKIMOHHBIM TTPOTIeC-
com;

2) XpOHMYECKUIT TEMOJTN3, ACCOIMUPOBAHHBIN C TPETHUYHBIM
WJIN BPOXKIEHHBIM CU(DUITUCOM;

3) XPOHUYECKUT NINOTATIYECKUH TeMOH3.

Panee cuntanu HanboJiee 4acTOi IPUYNHON 3a00I€BAHISI CH-
e, B Hacrosiiiee BpeMst 3a00JIeBaHIE Yallle BCTPEYAETCS Y IeTeit
1 aCCOTIMMPOBAHO ¢ MHMEKIUAMU (KOPb, BAKIIMHAINS IPOTUB KOPH,
MapoTuTa, afienoBupycuas, BAb-, muromeramosupycnas nHdex-
U1, MUKOTLJIA3MEHHAs ITHEBMOHUS ).

Knunnyeckne mposiBieHns BOSHUKAIOT B TCUCHNE HECKOTBKIX
YJacoB T0CJIE epeoXIak/eHus. BobHbIe JKaTyroTcst Ha 6OJIH B CITH-
He, HOTaX, )KUBOTE, JIMXOPA/IKY, TOITHOTY, PBOTY, TOJIOBHbIE GOJIH.
B ocTpbrii mepuroz rs1azma KpoBU UMeET KPACHBIH 1[BET, MOYa — TEM-
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HO-KPACHBII U JIasKe YePHBIH, KOTOPBII MOKET NCYE3HYTh B TEUEHUE
HECKOJIBKIX JacOB.

NHbeknmnorH0-00ycIoBIeHHbIe (HOPMBI 3a00JI€BAHIS CAMO-
CTOATETHHO Pa3pernaroTcs Py KyTTHPOBaHNY MH(MEKITMOHHOTO TTPO-
necca. B ciydasix XpOHHUYECKOTO TedeHUst HeOOX0MnMO n3beraTh
MepeoxakIeHu. B 11eom jiedenne cnMnTtoMaTnaeckoe, Harpas-
JIEHHOE Ha MPO(PUIAKTUKY OCTPOIT TOYEUHOI HEJOCTATOUHOCTH.

8.5. MNapokcuamanbHas HoOYHas reMornoouHypus
(aHemusa MapkunadaBbl—Mukennu)

IT0 MprobpPeTEHHOE KIOHATbHOE 3a00JIeBaHIe KPOBU Pa3BUBa-
eTcs B pe3yJsTaTe 9KCIaHCHT OTHOTO MJIN HEeCKOJMbKNUX Ka0HOoB 'CK
¢ comatrueckoit myranuein PIGA (phosphatidylinositol glycan-
class A) reHa, JOKaJIU3yIOIIErocs: Ha akTHBHON X-XpoMocoMe. Xa-
PaKTEPHU3YETCsT BHYTPUCOCYTUCTBIM TEMOJIN30M (TEMOTIOOMHY PU-
eit), aHemueil 1 TPOMOO30M.

[THT otHOCHTCS K peIKMM 3a00JIEBAHUSIM: €€ YacTOTa — MPH-
6musutenbro 16 ma 1000000 yesmoBek. 3abosieBanye BO3HIKAET B
JI000M BO3pacTe MPUMEPHO B PABHOM COOTHOIIEHUH KaK y MYJK-
yuH, Tak u y skennuu. [THI moxer OBITh KaK CaMOCTOATEIbHbBIM
3ab0JIeBaHNEM, TaK ¥ BTOPUYHBIM KJIOHATLHBIM HapyIIeHHEM KPO-
BETBOPEHUS TTPU OCTPOM MUEJIOUIHOM JIEWKO3€, alacTUIecKOi
aHeMun. Y HeKOTOPbIX 60abHbIX ¢ ITHT ocTpbiii MueIou HbII
JIeIiK03 pasBuBaeTcs BrocaeacTsun. Hapsay ¢ natosmornyeckum
KJIOHOM y OOJIbHBIX UMEIOTCSI HOPMaJIbHbIE CTBOJIOBBIE KJIETKU 1
3peJibie KJIeTKA KPoBH. [l0J19 TATOMOTHIECKUX KIIETOK OTANYAeTC
Y PasHbIX 6OJBHBIX 1 [IasKe Y OTHOTO U TOTO ke GOJBLHOTO B PasHOE
BpeM4.

B ocHoBe maTorenesa 3a00JieBaHUs JIEKUT HAPYIIEHUE CHH-
Te3a YIIEBOAHON YacTh TINKO3UA(ochaTnAnINHO3UTON, TN
«SIKOPHOTO» Gesika. DTOT TIMKOJIUITN HEOOXOIMM /ISt (PUKCAIN
Ha MeMOpate 3pUTPOIUTOB, TPAHYJIOIUTOB U TPOMOOITUTOB Psijia
6esikoB, B ToM uncsie CD55 ((hakropa, yCKOPSIOIEero MHaKTUBAIINIO
KOMILIEMEHTA) U TIPOTeKTHHA. J[eheKT «IKOpHOTO» Geska IPUBO-
JIUT K TIOBBIMIEHHON YyBCTBUTEIBHOCTH U PAa3PYIIEHUIO TIPEKIIE
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BCETO 9PUTPOIUTOB, & TAKIKE TPAHYJIOIUTOB ¥ TPOMOOIIUTOB MO/
JIeFiCTBIEM KOMIIJIEMEHTA B YCJIOBUSAX all/[03a.

Kaunnyeckue nposiBaeHusi 0OyCIOBIEHbI CUMITOMAME 1
OCJIOKHEHUSIMHU XPOHUYECKOTO BHYTPHUCOCYINCTOTO TEMOJIN3A.
Bbipa)keHHOCTb aHEMUU Ype3BbIYaitHo Bapbupyer. OObIYHO Oj1-
HOBPEMEHHO 0OHAPYKMBAIOT HE3HAYNTENbHBIE TPAHYJIOIUTO- 1
TpoMbGotuToNeHnio. MaccuBHast HOYHAST TEMOTJIOOMHYPUST, CUH-
TAIONIASICS KJIACCUYECKIM CHMITTOMOM 3a00J1eBaHust, y GOJIbIIei
4acTu OOJNLHBIX HOCHT MEPEMEKAIONINNCS XapakTep, a Y HEKOTO-
PBIX — BOOOIIE HE OTMEYAETCSI.

JKu3HeyrpokaonmM 0CI0KHEHNEM BHYTPUCOCYTUCTOTO Te-
MOJI3a BCJIEJICTBUE BBICBOOOKIEHUST CBOOOIHOTO TEMOTIO0WHA,
MOTJIONIEHMST OKCUIA a30Ta U MOCJIEAYIONIEro THIIEPKOATyIsIIN-
OHHOTO COCTOSTHUST SIBJISTIOTCSI TPOMOO3bI BEH KOHEYHOCTEH, Me-
3EHTEPUAJIBHBIX, [1€UEHOYHBIX, BODOTHOI, MO3TOBBIX BEH M TPOM-
60am6osmn. TpoM603 MOKeT OBITH TIPUYIUHON CMEPTH GOJNBHBIX
¢ Tsokesnoil popmoit ITTHT. TpoM603 MeIKUX BEH MPOSIBIISIET ceOst
GOJISIMI COOTBETCTBYOIIIEH JToKanu3armi. HexBatka okcnia a3oTa,
BBI3BAHHASI BHYTPUCOCY/IUCTBIM F€MOJI30M, 00YCJIOBINBAET PA3BH-
TH€ JIETOYHOI THITEPTEH3UH, OsIBIIeHNE 001l B GPIOITHOMN MOJIOCTH,
Jqucdaruu 1 3peKTUIIbHOM iucdyHKIMU. BeseictBrie XpoHUUeCKoro
BBIBE/ICHUA KeJie3a ¢ MOYOH MOTYT TIPUCOEANHATHCS CUMIITOMBI
neduinra xesesa.

Boinensior Tpu hopwmsr ITHI:

* kyaccuueckyto,/remosutudeckyto [THI' — nmanuenTs: ¢ Ha-
JIMYMEM BHYTPUCOCYANCTOTO TEMOJIN3a, ¥ KOTOPHIX OTCYTCTBYIOT
MPU3HAKK J[PYTOTO YCTAaHOBJIEHHOTO HApylleHUsT QYHKITMN KOCT-
HOTO MO3T3;

e [THT na ¢one apyroro ycTaHOBJIEHHOTO HapylieHUs: GhyH-
KU KOCTHOTO MO3Ta — MAIMEHTHI ¢ KIMHUIECKUME ¥ Tabopa-
TOPHBIMU TIPU3HAKAMU T€MOJIN3A B COUETAHUH C COIYTCTBYIOIINM
(W 3apeTnCTPUPOBAHHBIM B aHAMHe3e) HapyleHneM (QyHKINHT
KOCTHOTO MO3Ta, TAKMM KaK allJlacCTHYecKast aHeMUs, MUEJIOJIHC-
mmactraecknit cungapom (M/IC);

* cyOkamanyeckyto ITHT — y manueHTa OTCYTCTBYIOT KJIHU-
HIYeCKHUe WU JJabOpaTOpPHbIe MPU3HAKU FeMOJIN3a U OOHapyKeHa
Masas (Kak mpaBuio, Metee 1%) TOMyJISINsT TeMOTIOITHYECKITX
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kietok ¢ geduiurom DU (apurpountsl nepudeprudecKoil KpoBH,
IPaHyJIONUTHI U KOMOMHAIMSA 0O0UX TUIIOB KJIETOK ).

Kpurepun quarnosa:

1. AmemMusg HOpMO-, THTIOXPOMHASI, PETUKYJIOINUTO3, KaK Ipa-
BUJIO, He TipeBbItnaeT 8—12%, 4acTo MaHIUTOTIEHNUST, TEMOCHU/IEPH-
HYPUSL.

2. ITostoskUTENbHBIN Pe3yJIbTaT KUCJTOTHOTO U CAXapO3HOTO TeC-
TOB, OTPAKAIONINX IMTOBBIIIIEHHYTO UyBCTBUTETLHOCTH 9PUTPOITUTOB
K KOMILJIEMEHTY.

3. Cam:keHme akKTUBHOCTH TIEJ0UHON (ocdaTassl JeHKOIN-
TOB.

4. mmyHnodheHOTUTTITPOBAHNE.

Jleuenue. /[nutenbroe Bpems s [THT cymectBoBasio Tob-
KO cumIrTtoMaTideckoe Jjedenne. OCHOBOI ero ObLu TpaHchy3uu
IM 151 IOBBIIIIEHUST YPOBHSI TeMOTrJIOOMHA KPOBU U TIO/IaBJIEHUST
HPOAYKIMU 9PUTPOIUTOB B KOCTHOM MO3T€ B IIEPHO/IbI TeMOTJIO0H-
HYypUil Wi TpucTyio 6ouieit. IIpu pasButnu gedurira skeiesa no-
KazaHa calmJeMeHTalns ¢ Ha3HauYeHneM TpernapaTos kesesa. s
uckoueHns gepunnra GoaneBoil KIMCA0TbI HEOOXOAUM KOHTPOJIb
3a ypoBHEM (OTATOB B CBIBOPOTKE C TPOPUIAKTUIECKUM IIPUEMOM
osmesoii kucsoTel 1o 1 Mr/cyT. [IpsiMbie 1 HEPsIMble AHTUKOAT'Y -
JITHTBI Mas109(MMEKTUBHBI /151 TIPOMDUIAKTUKN TPOMOO30B.

B Hacrosiiiee Bpemst pazpaboTaH criocod IaToreHeTHIeCKo Tepa-
i 3a00JIeBaH s ¢ IIPUMEHeHreM rpenapara oKy sumad (Cosmpuc,
bmakon 30 msr — 10 Mr B 1 MIT), KOTOPBIH TO/IABJISIET TEPMUHAIILHY IO
aKTUBHOCTH KOMILIEMEeHTa, OJIOKUPYsI paciierienne kommnonenta C5
1 06pas3oBaHue TEPMUHAIBHOrO KoMiLekca C5b-9, 1 TeM cambIM Ipe-
JIOTBpAIaeT BHYTPUCOCYAUCTHIN TeMon3. OTHAKO MebUIINT TEPMU-
HAJIbHOTO KOMITOHEHTA KOMILJIEMEHTA COITPOBOXK/IAETCSI TIOBBIIIEHHOI
JYBCTBUTETHHOCTHIO K PA3BUTHIO WH(EKITIT, BEI3BIBAEMBIX THKAIT-
CYJIMPOBaHHBIMU MUKPOOPraHMU3MaMH, IJIABHBIM 00Pa30M, K MEHUH-
TOKOKKOBOI mHbekInu. [loaTomy 10 Havama Tepanuu mpenapaTom
HOKa3aHa BaKI[MHAIMsI TPOTHUB Neisseria meningitidis. HauanbHast Te-
pamst: 600 MT BHYTPUBEHHO KarleTbHO Ha (DI3NOJIOTHYECKOM PACTBO-
pe HaTpus XJIOPUJIA OJIVH Pa3 B Hezles 10 (KOHIIEHTPaIUsI TIperapara
5wMr/min) — 4 wenenu, 900 mr — Ha 5-ii Hezedte, nasee 900 M — Kask-
nole 14 naeit nTeabHo.
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TPOMBOLMTOIIEHHH

TpoMOOIIUTOTIEHIST — TATOJIOTHYECKOE COCTOSTHIE, XapaKTePH-
3yIolIeecst CHUKEHHEM KOJIMYecTBa TPOMOOIIUTOB B Tiepudepuyec-
koit kposu Meree 150,0x10° /1. TpombonmTOIEHST — TIPOSBICHTE
pa3IuYHbIX 3a060JI€BaHUI KPOBY C PA3BUTHEM IFeMOPPArudecKoro
CUHIPOMA TTI0 TUITY yPITyPBI (TIeTeXNAThHO-CHHAIYKOBOTO THTIA).

[Tpu 5TOM PUCK PA3BUTHUSI FEMOPPATUYECKOTO CHHIPOMa 00y C-
JIOBJIEH ypoBHeM TpoMmboruronenuu. [1pu konmaectse TpoMOOIIHN-
toB 6osee 100,0x10° /1 reMopparnyeckuii CHHAPOM HE BOSHUKAET.
[Ipu uppax 50,0-100,0x10°/1 HeT pricKa CIIOHTAHHBIX KPOBOTE-
YeHUiT, HO BO3MOKHBI KDOBOTEUYEHUST IIPU OOJIBIIION TPaBME UJIH X1-
pyprudeckoM Bmetateberse. Tpombonuromnenus 20,0—50,0x10° /o1
MOJKET IaBaTh MUHUMAaJIbHbIE CIIOHTAHHBIE KPOBOTEYEHsI, DOJIbIINE
KPOBOTEUECHUS HE XaPAKTEPHBI, 32 CKJIIOYCHUEM CJIyYaeB GOJIbIION
TPaBMBbI WJIM XUPYPrUYECKOro BMenaTeabcTBa. CrioHTaHHAs KPOBO-
TOYMBOCTD OSBJISIETCST TIPH ypoBHe TpomboITos 10,0—-20,0x10° /1
1, HAKOHEI, 3HAYUTETbHBINM PUCK JKU3HEYTPOKAIOIINX KPOBOTEYE-
HUii cBsizan ¢ TpomboruTonenueii 5,0—10,0x10°/11.

[TceBroTpoMOOLUTOIIEHUEH IPUHATO CYUTATH arperaruio
TpomboiuToB B npucyrctsun JJITA, uto nposBiser cebst wc-
KYCCTBEHHO HU3KMM YPOBHEM TPOMOOIIUTOB MIPH TOACUYETE reMa-
TOJIOTUYECKUM aHAIM3aTOPOM U HAJWYMEM KPYITHBIX arperaToB
TPOMOOITUTOB B Ma3Ke repudepudeckoii Kposu. TpombomTapHast
arperaius — 3TO ABJIeHUE in Vitro u He UMeeT KINHUYECKOTO 3Ha-
yenud. [Ipu mogospennu Ha 3TOT PeHOMEH PEKOMEHAYIOT OCY-
MIECTBUTD Mccye[oBanne nmeprudepuyecKoil KPOBH € MIUTPATHBIM
AHTUKOATYJISTHTOM.
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C y4eTom MexaHH3Ma BOSHUKHOBEHUsI TPOMOOIUTOTIEHIH BbI-
NeTIAIOT:

1. BpoxkeHHble HAC/AEACTBEHHbIE TPOMOOIIUTOIIEHNYECKUE
CUH/IPOMBI.

1.1. TpomGonmTonenus ¢ orcyrcrTBreM Jay4eBoit koctu (TAR-
CHHJIPOM ): Ay TOCOMHO-PEIeCCUBHOE 3a60JIeBaHIe, TPOMOOITUTOTIE-
HUSI CO CHUKEHUEM KOJIMYECTBA MEraKapUOIUTOB U OTCYTCTBUEM
JIy4eBOI KOCTH.

1.2. Cungpom Buckorra—Omapuua: X-ciierjieHHoe ayTOCOMHO-
perieccuBHOe 3260 I€BaHe, TPOMOOIUTOIIEHNS C MAJIBIMU TPOMOOIH-
TaMH, KOKHOHM 9K3eMOI 1 TTPe/IPacioNioKEHHOCTBIO K MH(EKITHSIM.

1.3. Aromanusa Mas—Xerrauna (cuaapoM XerramHa ): MaKpo-
TPOMOOIMTOTIEH!SI, KAUeCTBEHHbIE U3MEHEHUsT B HEUTPODUIax 1
sos3uHopuIax (bazoduibHble BKIOUEHNs WK Tejbiia lee).

1.4. Cunapom Beprapa—CyJibe: CHHIPOM TUTAaHTCKUX TPOMOO-
[IUTOB, TPOMOOIUTOTIEH!S, TPOMOOIIUTOIATHSI.

2. BposkeHHble, HO He HACJIEACTBEHHBIE, TPOMOOIIUTOIICHIH.

2.1. TpomGoITONEeHYS BC/IE[CTBIE BHYTPHY TPOOHOIN BUPYCHOM
nHGexnmn y mwioga (kpacHyxa, [IIMB, renatutsl, BeTpsiHAs OCIIA).

2.2. TpansutopHast TPOMOOIMTONEHKSI HOBOPOKAEHHbIX B pe-
3yJIbTare MpuemMa MaTepbio JIEKapCTBEHHBIX IIPENapaToB: THA3U/IO0-
BBIX Ny PETUKOB, TUTIOTJINKEMUIECKUX CPeCTB, aTanosma, HIIBC,
XUHUHA, XUHU/IUHA.

2.3. TpoMOGOIUTOIIEHUST BCIIEACTBIE UMMYHHOM TPOMOOITO-
HEHNUU Y MaTepPH ¢ TPAH3UTOPHBIM IIPOHUKHOBEHHEM aHTUTPOMOO-
IIUTAPHBIX AHTUTEJT Yepe3 TIJIAIIEHTY.

2.4. AnmouMmyHHast TPOMOOIIMTONIEHIYECKasT ypIypa HO-
BOPOJKIEHHBIX. BO3HUKaET, ec/iit TPOMOOIMTBI TLJT0/[a HACJELYIOT
aHTUTEHBI, OTCyTCTBYIONINE y Marepu (00biuHO PLA1 anTuren).
B cencnOumM3npoBaHHOM OpraHU3Me MaTepy MOSBIISIOTCS aHTH-
TpOMOOIIUTAPHbIE AHTUTEIA IIPOTUB TPOMOOIMTOB ILI10/1a. 3aboJie-
BaHIEe COTIPOBOKIAETCS BBICOKUM PUCKOM CMEPTH HOBOPOSKIEHHBIX
(10—15%) oT KpoBOMBIUSHUS B MO3T. JIeueHe: KopMJieHve T0HOP-
CKUM MOJIOKOM, Ha3HaUeHYe TIPEIHU30JI0HA, TUITTHOHA, TIepeTiBaHue
MarepuHcKoil kposu ¢ PLA1 orpuiiatebHbIMU TPOMOOIUTAMU.

3. IIpuoGperentbie TPOMOOIIUTOTIEHHH.

3.1. UmMyHHBIE:
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* AyTOMMMYHHBIE: TIEPBUYHAsT IMMYHHas1 TPOMOOITTOTIEHYIST
(uanomnatuyeckass TpPOMOOIIUTOTIEHITYECKast My PITypa), BTOPUIHAs
TPOMOOTIUTOTIEHHS TIPH JINMbOTTPOsIH(epaTHBHBIX 3a00I€BAaHUSIX,
CKB;

* nHdexnnonubie: BOb-undexius, IIMB-undekius, BI1Y-
uH(EKINsT, MaJSIPUsT, MUKOTIIIa3Mbl, pukkercun, H. pylori;

* JIEKAPCTBEHHbBIE: ACCOITMUPOBAHHbBIE C TIPUMEHEHUEM TIpe-
MapaToB, B YMCJIO KOTOPBIX BXOJSAT TeMapyH, TIEHUITUIINH, Tieda-
JIOCTIOPUHBI, XWHUH, XUHU/IUH, CYJIb(aHUIaMUIbI, PUDAMITUITIH,
MPOTUBOIITUIENITHYECKUE CPeIcTBA (KapOaMaserinH, BAIbIIPOeBast
KucoTa), 6;1okatopsl H2-perentopos, THA3UIOBbIE Y PETUKH,
dbypocemu;

* ocTTpaHchy3UOHHAS My PITypa.

3.2. TpomboTHuecKast TPOMOOIUTOTIEHIYeCKas mypiypa (Te-
MOJIUTUKO-YPEMUYECKUIN CUHIPOM ).

3.3. Tunepcrurernnam: 30% Bcex TPOMOOITUTOB CEKBECTPUPY-
IOTCSI B CeJie3eHKe, TIPU YBEJUYEHUH ee Pa3MePOB UX KOJUYECTBO
nocturaet 90% ¢ pa3zBUTHEM YMEPEHHOU TPOMOOTIUTOIIEHNH, YaCTO
B COUETAHUM C aHEMUEH U JIeUKOIeHNe.

3.4. IBC-curapom: TpoMOOIIMTONIEHHS TOTPEOIEHNSL.

3.5. CuHIpOM MacCUBHBIX TpaHC(hy3Uil: y TAIMEeHTOB, MOJIY-
YKBIIKX 32 KOPOTKUI cpok Gosee 20 103 M ¢ addekrom ano-
U KPOBU, TIPYU PA3BUTUU FeMOPPArMUECKOTO CHHIPOMA MTOKA3aHO
nepesBaHie IOHOPCKUX TPOMOOIIMTOB.

3.6. TpomboruTonieHnu y 6epeMeHHbIX:

* JieTKast TPOMOOIIUTOTIEHUST MOKET OBITH B TPETHEM TPHMECTPE
6epeMeHHOCTH BCJIE/ICTBHE TeMOUIIIONNN;

* TECTAIMOHHAS TPOMOOIIUTOTICHNST,

* ipeakamiicust/axaamicus, HELLP-cunapowm.

Yposenb TpombotToB Bbitie 70,0x10° /71 He compoBosKIaeTCst
OCJIOKHEHUSIMU HI Y MaTePH, HU Y TJI0/Ia U He TPeOYeT Teparnu.

9.1. AMMyHHasa TpomMoGoLMTONEeHus

Nmvmynnas tpombonuronerust (UTID) (nanonarnueckas
TPOMOOITUTOTIEHNYEeCKast Iy pitypa, 6oJie3Hb Bepibroda) oTHocuTest
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K TPYIIIE TIePBUYHBIX UMMYHHBIX TPOMOOIIMTOIIEHUN € ayTONM-
MYHHBIM MEXaHU3MOM PaspylieHust TpoMOoIuToB. 3aboeBaHue
Jalie BCTPEYAeTCs Y sKeHIMH, yeM y MmyskurH (3:1). 70% 3ab0.1eB-
mux — Jjuta crapire 40 mer.

CHIKeHe KOJITYeCTBa TPOMOOITUTOB B TIEpH(hepIIecKoil KPOBU
OOBSICHSIETCSI CHHTE30M ayToaHTuTes kiacca IgG K TpoMOoImnTapHoil
MeMOpate. [Tpeonaraercst, 4T0 MEXaHU3M Pa3pyIEHIsI KPOBSTHBIX
TUIACTHHOK CBsI3aH ¢ (haroruTo30M TPOMOOIIUTOB, TOKPBITHIX Ay TOAH-
TUTEIAaMU, MaKpoharaMu peTUKYJI0IHAO0TENTNATBHON CUCTEMBI.

Cxewma cragnpoBanusa UTIIL:

* priepBbie BoisiBienHast ITII — 0—3 mecsies;

» epcuctupyiomag UTII — 4—12 mecsres;

* xpounueckass ITII — Gosee 12 mecsies;

* pedpaktepruasg UTII — "er oTBeTa HA CIIJIEHIKTOMUIO;

* Tspkestast U'TTT — marmeHTs! ¢ GOJIBITIMU KPOBOTEYEHSIMI.

3aboJieBaHe POSIBJISIETCS TEMOPPATHIECKIM CHHIPOMOM TeTe-
XUAJTbHO-CUHSIYKOBOTO THIIA UJIH TTyPITYPOii, 0CTPOTA KOTOPOTO 00y C-
JIOBJIEHA TTyOUHOM U CKOPOCTHIO BOBHUKHOBEHISI TPOMOOTIUTOTICHH.
WTII moskeT cOpOBOKAATHCS Ay TOUMMYHHBIM THPEOUTUTOM.

Kputepuu quarnosa:

1. TpomboruTonenus B aHaimse nepueprudecKoil KpOBH HIKE
100,0x10° /7.

2. Hasmmume ayToaHTUTEN K TPOMOOIMTAM (TJIMKOIMPOTENHAM
membOpanbl TpomborTos GPIIb/111a, GPIb-IX/V).

3. OrcyTcTBHE TPU3HAKOB 3a60JIEBAHNT, TIPESKIIE BCETO aIliac-
TUYECKON aHeMWH, OCTPOTO JIEMK03a M MUEJOINCTIIIACTUYECKOTO
CHH/IPOMA, COITPOBOKIAIOIINXCST TPOMOOIIUTOTIEHUEN BCJIEICTBUE
HapYIIEeHNsT KOCTHOMO3TOBOTO KPOBETBOPEHUS.

4. OrcyrcrBre UH(MEKITMOHHBIX ar€HTOB, TPUEMa JIEKAPCTBEH-
HBIX CPE/ICTB, BHI3BIBAIOIINX TPOMOOTIUTOTIEHIIO, CHCTEMHBIX ayTO-
umMMmyHHBIX 3a60steBarmii (CKB), muMdom, conmpoBoKIA0INXCST
pa3BUTHEM UMMYHHOH (ay TOMMMYHHOIT) TPOMOOITUTOIIEHHUT.

5. HopmasbHoe 1int ToBBITIIEHHOE CO/IEPIKAHITE METAKAPHOIHU-
TOB B KOCTHOM Mo3re. OIHaKO ITyHKITNSA KOCTHOTO MO3Ta TTOKa3aHa
nanuerTam crapiie 60 JeT Win B cayvastx, TpeOYOIINX CIIIEHIK-
TOMWY, WJIA TPU HAJTUYWH APYTUX HAPYIIECHUH B aHATM3€ KPOBH.
AGCOJIIOTHBIX MMOKA3aHUH K MYyHKIIMHA KOCTHOTO MO3Ta Y MOJIO/IBIX
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JIVITL, P OTCYTCTBUU M3BMEHEHUH IPYTUX ITAPaMeTPOB OOIIEro aHa-
JI3a KpoBH (KpoMe TPOMOOITUTONIEHNH ), HET.

Jleuenue. C yyetom Toro, uro UTII saBasiercs XpoHUYeCKUM
AyTOMMMYHHBIM 3a60JIeBaHUEM C KpailHe PeIKUMU CTONKHMMU
JUTUTEIbHBIMU PEMUCCUSIMHU, TI€JIbIO JIEYEHUST SIBJISIETCSI HE HOPMa-
JI3AIUsT YPOBHST TPOMOOIIUTOB, 8 KOPPEKIUS TeMOPPArn4ecKoro
cunapoma. Ciemyer moMHUTD, 4To nareHTsl ¢ ITII MmoryT ObITh
YCTOMUYMBBI K KpaiiHe HU3KIUM KOJMYECTBAM TPOMOOIIUTOB Ge3 pas-
BUTHST 3HAYNTEJBHBIX KPOBOTE€UYEHU. B TO Ke BpeMsi moOOUYHbIE
addexrsr o Tepanuu UTIT urorza 60s1ee 3HAYUMBI, Y€M TTOCTIE/IC-
TBUS TPOMOOITUTOTIEHUH.

B caryuae Bnepsbie BoisiBienHoil ITII neyenne 0ObIYHO Ha-
yrHAIOT 1pu TpombortnToniennu ke 30,0x10°/m1 win ipu 6osree
BBICOKHX IU(pax TPOMOOIIUTOB, HO COMPOBOK/IAIONINXCS 3HAUHU-
TEJIbHBIMU TEMOPPAru4eCKUMU MPosiBJIeHUusIMU. TepaneBTuyeckue
BO3MOKHOCTH BKJIIOYATOT:

1. TKC B mo3e 1-1,5-2 mMrua 1 Kr Macchl Tesia B CyTKU B pacyere
Ha TIPeIHN30JI0H B TeueHnne 3—4 Henmemb. B ciryuadx ouenb HU3KNAX
3HAYEeHU I TPOMOOITUTOB M BHIPAKEHHOTO TeMOPPArnyecKoro CUH/I-
poma Jiu1st OBICTPOTO TOIbEMA TPOMOOTIUTOB MOKHO UCITOJI30BATh
Ty JIbC-TEPAITUIO0 METUITPEHN3070HOM 1 T (1—-3 1HS) BHYTPUBEHHO
KareJabHO.

2. BuyTtpuBenHbiit ummyHorsio6yaus B go3e 0,2-0,4 r/kr B
CYTKH B Teuerne 1—5 qHeil. Ty Teparuio MpoBOIST B CIydasix He-
acpdexTrBHOCTH MM HeBo3MoskHOCTH Teparun ['KC c mesbio mo-
BBIIIEHVSI KOJIMYECTBA TPOMOOITUTOB /17151 0GECTIEYEHUS a/IEKBATHOTO
reMoCTasa Mpu CIIEHIKTOMUU.

3. Crimenaxromus. [lokazaHUAMY K CTIIIEHAKTOMUN SBJISIOTCS
orcyrcrBue otBera Ha tepanuto T'KC wim penuaus TpoMOOIINTO-
nennn nocse 3asepienns jgedenns ['KC. Croliknit oTBeT mocie
CTUTEHOKTOMUN Jlocturaetcs B 70% ciyvaes.

[TepenmBanus TpOMGOIIUTAPHON MACCHI (TPOMOOKOHIIEHTPATA)
B paMKaxX OObIYHON Tepaluu He IOKa3aHbl. TPOMOOKOHIIEHTPAT U
C3II ucnonb3yoT st 06ecedeH st TeMOCTa3a B CJIyvae CIIeHIK-
TOMUH, BBITTOJIHSIEMOI Ha HU3KKX I pax TPOMOOIINTOB.

AJTbTepHATHBHOIT Teparneil MoKeT ObITh KypCOBOE JieYeHHe
BBICOKHMH JI03aMH BHYTPUBEHHOTO UMMYHOTJIOOYJIMHA, IINTOCTATH-
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yeckas Teparnus (1iukaodochan, BAHKPUCTHH, a3aTHOIIPUH ), Jiede-
HUe TKJIocTToprHOM A. J[miTebHOCTh 9hheKkTa BOCCTAHOBIECHUS
TPOMOOIMTOB ITPU MOHOTEPAITMN BHICOKMMHU JI03aM K BHY TPHBEHHOTO
UMMYHOTJIO0Y TiHA 6e3 MOCIeYIONIel CIIIEHIKTOMIH KOJIeOIeTcst
or 14 o 28 nueil.

[Tpu xpormueckoit popme MTII ¢ amsknmu nudpamu Tpom-
6oruToB B aHanuse kposu (Menee 20,0x10°/01), ¢ pasinaHbIME
MPOABJICHUSMHA KPOBOTOYMBOCTH BO3MOXKHO MCITOIH30BaHNUE TIPe-
MapaToB, CTUMYJIUPYIOMIUX JPYTHe 3B€HbS TeMOCTa3a, TAKUX KaK
mam6a, aTam3uaar HaTpust (aHTHGUOPUHOTUSHBIN 2P hEKT), MH-
IIUHOH (aKTUBUPYIOIIee AeiicTBUE HAa CUHTE3 TPOMOOILIACTHHA),
3aMOpO’KeHHas HaTUBHAS TIJIa3Ma.

B HacTosiee BpemMs 3aperucTpUPOBAHBI IIPENapaThl TPOM-
GOTIOATUHOBOIO MeXaHU3Ma JAEeHCTBUS, CTUMYJIUPYIOIINE CUHTE3
TPOMOOLIMTOB B KOCTHOM MOS3TE.

ITpemapar asrpom6omar (ToproBoe HasBanue B Poccrn, EBporre
1 GOJIBIIIMHCTBE JIPYTUX CTPAH — PEBOJIEN ) — TEPBBII MepOpaIb-
HBII HEMENTUHbII arOHKCT PEIENTOPOB TPOMOOIIOITHHA — SIBJISI-
eTcs MHoroob6emaomuM cpeactsoM jedenuss MTII. 3HaunmocThb
JIAHHOTO IIpernapaTta B COBpeMeHHbIX ajropurtMax Jjedenust MTII
Oy/IeT yCTaHOBJIEHA 10 MEPE MOSIBJIEHUSI PE3YJIBTaTOB KIMHUYECKUX
WCCIIe/IOBAHMI W OTIBITA €T0 KJINHUYeCKoTo mpuMeHenns. [lokasa-
HUS K IPUMEHEHUIO B HACTOSIIIEE BPEMSI — TPOMOOIIUTOIIEHHS Y
naiueHToB ¢ xpoundeckoit U'TII, y KOTOPbIX oTMevasicst HelocTa-
TOYHBII OTBET Ha KOPTUKOCTEPOU/IBI, IMMYHOTJIOOYJIUHBI U/ WJTH
CTIIIeHaKTOMMIO. PeBosieiil HazHavyaroT aTUM MaI[MeHTaM C TeJTbI0
YMEHBIIEHUs PUCKa KPOBOTeUeHU. /{7151 B3pOCIBIX PEKOMEHLY-
eMas HavaJbHas j03a coctanisieT 50 MT ofuH pa3 B cyTku. Eciu
yepes 2—3 Hezen HAuYaAbHON Tepanuy KOJN4eCTBO TPOMOOIUTOB
ocraercs umke 50,0x10°/11, To 103y MOKHO YBEJTUYUTH 10 MAKCH-
MaJIbHOM — 75 MT OJIH Pa3 B CYTKH.

9.2. TpomboTUUYECKaA TPOMOOLMTONEHNYecKaa nypnypa

TpomboTudeckast rpomboruTonerndeckas mypiypa (TTIT) —
JIOCTATOYHO pesikoe 3aboseBanue (3—7 caydaes Ha 1 000 000 Ha-
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cejieHust B ToJ1). MoJios10ii Bo3pacT NalmMeHToOB, OCTPOEe HAvaso,
dynbMuHaHTHOE (GBICTPONPOrPECCUPYIOIIEE) TEUEHUE, 3a4aCTYIO
¢ (haTasbHBIM UCXOJIOM, BBIJIEJISIOT 9Ty (hOPMY TPOMOOIUTOTIEHH T
cpenu peiKUX KINHMYECKUX CUHIPOMOB.

bosesnb Biepsbie onucana J. Markosuil B 1924 1. Ilatorenes
ee JI0 cuX mop He sced. [lepBudnbIe MaToorndecKme N3MeHEHUS TPU
TTII Bxioyaor obpazoBaHue TPOMOOLUTAPHBIX MUKPOTPOMOOB
B apTeprosiaxX 1 KamuJaspax BCeX OPraHoB, TIPEXK/Ie BCETO MOYeK,
HeYeHH ¥ FOJIOBHOTO MO3Ta. TH MUKPOTPOMOBI TOTPEDJISIIOT TPOM-
GOIUTBI U 3aTPY/HSIIOT TOK KPOBHU, UTO IPUBOAUT K TIOBPEKIEHUIO
TKaHel u paccTpoiicTBy hyHKIIM oprana. Kpome Toro, aTu MUKpO-
TPOMOBI 13 TPOMOOIUTOB HAPYIIAIOT MPOXOKIEHNE 9PUTPOIIMTOB
B KPOBOTOKE, BbI3bIBasi (hparMeHTAIIUIO MTOCTeTHUX (MUKPOAHTHO-
MaTU9ecKas TeMOJNTHYECKas aHEMMUST ).

Bbie1s110T HeCKOIbKO (haKTOPOB PUCKA, CHOCOOHDIX BHI3IBATDH
MEPBUYHYIO arperaruio TPOMOOIIUTOB ¢ OCJAEAYIONNM 00pa3oBa-
HUEM MUKPOTPOMOOB:

* GoJbITIOE KOJTMUecTBO hakropa BumeGpat/ia ¢ BbICOKOI MO-
JIEKYJISIPHOUN Maccol;

* BUpycHas nndekiud, Bkaodas BY;

* JleKapCTBEHHbBIE CPeACTBA (TUKJIOMU/INH, IIUKJIOCIIOPUH A);

* GEpPEMEHHOCTb;

* Ay TOMMMYHHBI€e 3a00JI€BaHUSI C BOCIIAJIUTETIbHBIMHE TIPOIIEC-
caMu B 9HIOTEIMH ¥/WJIN ayTOUMMYHHBIN 3aIlyCK 9TOro 3aboJie-
BaHUS;

* TeMOJIMTUKO-YPEMUYECKUIN CUH/IPOM Y JIeTeid, BbI3BAaHHbBII
TOKCUHAMMU TITUTEJIJI U KUIIIEYHON TTaI0UKH.

Kmunuuyeckue nposBiaenus. [Ipumasaro onpenensats TTII kak
KJIMHUYECKUE CUHPOMOKOMILJIEKC, B KJIACCUYECKOM BapuaHTe Xa-
PaKTepU3YIONINICS TTeHTaI01 TPU3HAKOB:

1) HUBKKMM KOJINYECTBOM TPOMOOIUTOB;

2) MUKPOAHTHOTIATUYECKOI TEMOJIUTUYECKOH aHeMuel;

3) HEBPOJIOTUYECKUMU U3MEHEHUSIMU;

4) napymenneM GyHKIIAN TTOYEK;

5) IMXOpaLKOIL.

B GosbliMHCTBE CiyyaeB MPUCYTCTBYIOT HE BCE 5 CHMIITO-
MOB.
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Cxonnbl ¢ TTII 1o KIMHUYECKUM TTPOSIBJIEHUSM U BEPOSTHBIM
MCXO/IaM TaKHe CUH/IPOMBI, KaK TeMOJTUTIKO-YPEMITYECKITH CHHIPOM
(TTouevHast HeJIOCTATOYHOCTh, MUKPOAHTUOTIATUYECKAST TEMOJTUTH -
yecKast aHeMIst, TPOMOOIIUTOTIEH ST ) U TEMOJIUTHYECKAST AaHEMUS C
MOBBIIIIEHHBIM YPOBHEM (DePMEHTOB TIeYeHU U CHUKEHIEM KOJIn4ec-
tBa rpoMbornToB (Hemolytic anemia Elevated Liver enzemes and
Low Platelets, win HELLP-cunapom). ITocneguuii Habaogaercs
y 6epeMeHHbIX JKeHMH 00braH0 B Kottie 11 u 111 tpumectpe. ItoT
CUHJIPOM MOJKET IOSIBJISIThCS B COUETAHUU C TIPU3HAKAMU [TPEIK-
JamTicuu (TUTIepTeH31s, TPOTENHY P, OTEKH ) U XapaKTePU3yeTCs
MUKPOAHTUOINIATUYECKON TEMOJTMTUYECKOU aHeMUEl, HU3KUM KOJIN-
4eCTBOM TPOMOOIIUTOB U 3HAYMTEIbHBIM ITOBbBIIIEHHEM (DEPMEHTOB
MeveHu.

Muaruos TTII caexyer paccMaTpuBath y GOJBHBIX € T€MOJIH-
THUYECKON aHeMuel Tipu oTpuIarebHoi pode Kymbcea, Hammdmm
MU301UTOB ((hparMeHTOB 9PUTPOIIUTOB), HUZKUX KOJUUECTBAX
TPOMOOLUTOB B HepudeprudecKoil KpOBY U IOBLIIIEHHON KOHIEH-
Tpaluy KpeaTuHNHA.

Kputepun nuarnosa TTII:

1. OrcyreTBue Apyrux 3abosieBaHmil ¢ MOX0XKeil KapTHHO
(ABC-cunapom, TsiKesibie 3a00JeBaHUs IEUEHN ).

2. TpoMOOIMTONIEHHST, MHOT/IA JIETKOI CTENEeHH, HO Yallle Bbl-
pakennas (menee 30,0—40,0x10°/i).

3. YMepeHHoe TIOBBITIIeHNe KOHTIEHTPAIINN KpeaTHHIHA.

4. HeBposornueckue mposiBjieHns — OT HApyIIeHU I NHTeJIIeK-
Ta, TOJIOBHBIX GOJIEH /10 CYI0POT, MHCYJIbTA U KOMBI.

5. JIuxopazka (XOTsI 1 He BCETA).

6. MakporrapHas aneMnd, IMM30ITUTH B MasKe neprudepndec-
KOI KPOBU, TIOBBIIIIEHUE KOJNYECTBA PETUKYJIOIIUTOB, HETIPSMOTIO
OupyOuHa.

Jleuenne. Ienb repanuu TTII — cHmkeHe 0Opa3oBaHUsT MUK-
POTPOMOOB — JOCTUTAIOT TIPUMEHEHHEM:

1) mrasmadepesa ¢ 60abIMMKI 0ObEMAMU CBEKE3AMOPOKEH-
Ho¥ nimazmbl. [11azmacdepes MOBTOPSIOT 70 TOSIBIEHNS TPU3HAKOB
YJIYUIIEHUsT COCTOSTHUST (PErpece MCXOMHBIX CUMIITOMOB OOJIE3HH,
BOCCTaHOBJICHUE /[0 HOPMBI KOJIMYECTBA TPOMOOIIUTOB B aHAJIM3e
KpPOBN);
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2) nesarperantos: actiuput (300—-375 mr/cyT);

3) I'KC: nmpegamnzomnon 1-2 mr/kr. [Ipemapat mpuHUMAIOT 10
MOJTHOTO MCYE3HOBEHUsI CUMIITOMOB 3a00JI€BaHMsl, @ 3aTEM TIOCTe-
MEHHO Me/IJIEHHO CHIKATOT /I03Y 710 TIOJTHOM OTMEHBI.

Tpancdysun rpomborutapHoit Maceo! ipu TTII He TTOKa3aHbI.

HELLP-cunpoM Jeyart riiokoKopTukocTeponiamu. bepemen-
HOCTb ITPEPHIBAIOT Cpa3dy M0CJe YCTAaHOBJIEHMs Jnariosa. B 60Jib-
HIMHCTBe cayvaes npossiennst HELLP-cunapoma ciontanto per-
peccupyIoT mocJje poskiaeHust pebeHKa; B CJIydae, eCJu CUMIITOMBI
He yMEHbIIATCs, MOKHO 11og03peBath TTII-moo6HbI CUHIPOM,
1 6OJIbHASI TIOJTyYaeT TAKOE JKe JIedeH e, Kak GOJIbHbBIE € AIMarHO30M
TTII.

Kpurepusimu yenentaoctu repanuu TTII cayskaT: ymeHbIieHne
HEBPOJOTMYECKIX CUMITTOMOB, YJTy4IlieHue (PYHKITIH TOYeK, COKpa-
IIeHNe B TeYeHUEe HeCKOJIbKUX JHEH KOJUYecTBA PETUKYIOIUTOB,
C MOIBEMOM TEMOTJIOONHA U CHIKEHUEM KOJIMYECTBA IU30IIUTOB,
konmenrpanuu JI/IT, uTo yKkasbiBaeT Ha ocrabsieHrie MUKPOAHTHO-
naruueckoro mnpouecca. Tskesas TTII ¢ ocTpeiM TeueHueMm ¢ Tpy-
JIOM IIOJIIaeTCs JIEYEHHUIO, CMEPTHOCTDH cocTtaBisteT ot 20 1o 40%
HE3aBUCUMO OT Teparmu.

MozkeT uMeTb MECTO XPOHUYECKU PeluanBUpyomas gopma
TTTII, ¢c o6ocTpernsiMi 3a60JI€BaHs B pe3yJIBTaTe IeHCTBUSI TPUITED-
HBIX MEXaHU3MOB (HAIIpUMeD, JIeKapCTB, BUPYCHON MHMEKITNN ) NN
6e3 BUANMOI IPUYMHBL. Y HEKOTOPBIX TAKUX OOJIbHBIX B KPOBH 110C-
TOSTHHO ITPUCYTCTBYET OOJIBIIOE KOJIMUeCTBO (hakTopa Busurebpania
C BBICOKOIT MOJIEKyYIsipHOI Maccoil. Y 6obtbix ¢ TTIT wan HELLP-
CHH/IPOMOM, BO3HUKIITMMU BO BpeMsi OepEMEHHOCTH, CYIIeCTBYET
PUCK UX PEIUINBA B CTydae TOBTOPHOIT OEPeMEHHOCTH.



MNnaea 10

HACAEACTBEHHDBIE H NIPHOBPETEHHDIE
KOAI'Y(IOIIATHH

10.1. F'emocunua Awmn B

Temoduss — HacIeCTBEHHOE PellecCBHOE 3ab0JieBaHNe,
ciierieHHoe ¢ X-XpOMOCOMOIL. DTo HanboJiee 4acTo BCTPEYArOIIIii-
CsI HACJIe[ICTBEHHBIN TeMOpparudecKuil uate3 KoaryIsaIIuOHHOTO
reHesa, 00yCJIOBJIEHHBIN AeGUIIMTOM MU MOJIEKYJISIPHBIMU aHO-
MasmusaMu (eeKT MPOKOoaryadHTHON akTuBHOCTH ) pakTopa VIII
(remopuusg A), haxropa IX (remoduia B, 6omesns Kpucrmaca),
daxropa XI (remocdummst C). [Tomaraiot, uTo yactota remopuium A
paBua 30—100 na 1 mun. Hacenenus. CooTHoleHNnEe reMOpUInu A
u B cocrasisier 85 1 15% B cTpykType remoduinii. lehurut pak-
topa XI — pezikoe HacseAcTBEHHOE 3a00JI€BaHIe, TIPUBOJINT, Kak
MIPaBUJIO, K MUHUMAJIbHBIM HAPYIIEHNUSIM TeEMOCTA3a U He TIPOSIBIISIET
ceOs1 KIIMHUYECKH.

Hedunur VIIT win IX dakropa cBepThiBaHUSA 06YCIOBIIH-
BaeT TUIIOKOATYJISIIIUIO C HAPYIIEHUEM BHYTPEHHETO MEXaHU3Ma
o6pa3oBaHust TPOMOWHA, YTO JTaGOPATOPHO MOATBEPKIAETCS YII-
sunennem AYTB. B saBucumoctu ot konnenTpamuu VIII wan [X
(haKkTOPOB B KPOBU OTIPEETAIOT CTETIEHD TSKECTH TeModuann A u
B (1abm. 10.1).

[lanHoe neenne yTpauuBaeT CBOIO 3HAYMMOCTH ITPU TPaBMax,
oreparysix, Tak Kak Mpy HUX HU OJIHA U3 TTO[00HBIX KOHIIEHTPa-
Uil akropa He MOKeT 00eCHeunTh aJleKBaTHOIO reMocTasa, |
HOTPEOGHOCTH B 3aMECTUTEIbHON TePaIiy IPUOJIU3UTETHHO OY Iy T
OTMHAKOBBIMU.
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Ta6auma 10.1

Crenenu Ts:xecTd TeMOPUIHU

Crenenb YpoBeHb Kinnnveckue mposiByieHIs
TKECTH daxropa
Tsoxenas <1% CrioHTaHHBIE KPOBOTEUYEHUSI, KPOBOTEYUE-

HUS IPU MUHUMAJILHOI TpaBMe U XUPYpPIu-
YECKOM BMEIIATeIbCTBE

Cpennss 1-5% | CnonTanmblie KPOBOTEUEHUS HE TUITHYHDI,
KPOBOTEUEHUsI [IPY TPAaBMe 1 XUPypruvec-
KOM BMETITATEeJIbCTBE

Jlerkas 5—20% | Her crioHTaHHBIX KPOBOTEUEHUIT, KPOBOTE-
dyeHust IPU GOJIBIIO TPaBMe WU XUPYPIH-
YeCKOM BMEIIATENbCTBE

Kaunuueckue nposiaenusi. [emoduiineii 60I€I0T Jiia My:K-
CKOTO TT0J1a. BoZbImMHCTBO MAIMenTOB NMEI0T CeMEHYI0 NCTOPUIO
3a00JIeBaHNS, TIEPEIAIOTIErocst 1o MaTepuHcKoi imann. B 30% ciry-
qaeB reMOMUIIHST MOXKET OBITh PE3yJIBTATOM BIIEPBbIE BO3HUKIIEH
CTIOHTaHHON MyTaruu. Bo3pacT Ha MOMEHT yCTaHOBJICHUS INAarHO3a
KOPPEJNPYET CO CTETIEHBIO TAKECTH TeMOMDUITIH.

Tsoxenas reModuins, Kak IPaBUI0, MAaHU(ECTUPYET € PaH-
HETO JIETCTBA TeMOPPArndecKuM CHHAPOMOM TeMaTOMHOTO THTIA.
JlunaMuka posiBJIEHUI TeMOPPArn4ecKOro CUHIPOMA 3aBUCUT OT
BO3pacTa. Yem HIKe KOHTIeHTpains (paKTopa CBEPTHIBAHNSA B KPOBH,
TEM paHbliie POSIBJAAIOTCA CUMIITOMbI 3a001eBaHus. [TepBbIM IpH-
3HAKOM reMO(MUIINN MOTYT OBITH KPOBOTEUEHUS TIPH TIPOPE3HIBAH I
3y0O0B, Jlajiee TeMapTPO3bl, TEMATOMBI MSATKMX TKAHEH, KDOBOTEUEHHSI
mpu TpaBmax. [1o Mepe pasBuTHS coMaTIHYECKOH TATOJOTHN MOTYT
Bo3HMKaTh KpoBoTeueHus u3 JKKT (g3Ba skenynka, 12-nepcrHoit
KHIITKH, TIOJTUTIBI, TEMOPPOIT ), ToYeuHble KpoBoTeueHus n ap. Camoe
OTIaCHOE TIPOSIBJIEHNE TeEMOPPArnyecKoro CUH/pOMa — BHYTpHUYe-
perrHas rematoMa. KpoBoTe4eHNs B 3aBUCUMOCTH OT JIOKAJIN3ATTIN
MO/IPA3JIeJISTIOT HA CEPhE3HbIE: B CYCTaBbl (reMapTpPO3bl ), B MBITIIIbI/
MATKHEe TKaHU, POTOBBIE (JIECHBI), HOCOBBIE, TeMAaTYpHs; U Omac-
nbie st xxu3nn: B ITHC, JKKT, B 30He 11en/ropJia npu cepbe3Hoi
TpaBMe.
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Ha ocHoBanuu KIMHIUECKUX TIPOsIBIeHUI i DepeHInpoBaTh
reMobunio A 1 B HeBO3MOKHO.

B ctpykType kpoBoTedenuit reMapTposbl coctaBistior 70—80%,
reMaTOMbl MBI U MATKUX TKaHeit — 10—20%, apyrue cuiibHble
kpoBoTtedenust — 5—10%, kposousnusuus B [IITHC — menee 5%.
B crpykrype remapTpo3oB 90% MpuxoauTCs Ha KOJEHHbIE, TOJIe-
HOCTOTTHBIE 1 JIOKTEBbIE CYCTABBIL.

[To Mepe yBeWUYeHUsT TTPOAOJKUTETHHOCTH 3a00T€BAHNS 1
JUTUTEJIbHOCTH TIEPHUOJIA €TO AKTUBHOTO JIEYEHUS B KITMHUKE MOTYT
Pa3BUBATHCA TUMTNYHBIE XPOHUYECKUE OCTOKHEHNS TeMOPUITNN:

1. OcnoxxHEHUS CO CTOPOHBI KOCTHO-MBITIIEYHON CHCTEMBI

* XpoHUYecKas reModuandeckas apTponaTts (XPOHMIeCKi
CUHOBUT, 1e(hOPMUPYIOTIAS APTPOTIATHS );

* KOHTPaKTYPHI;

* [ICEBIOONYX0JIEBbIe 00PA30BaHMs MSATKUX TKaHel U KOC-
Teif;

* TIepEJIOMBI KOCTEH.

2. MosiBnenne unarnburopa daxropa VIIT win IX.

3. ndeximu, cBsi3aHHbIE C IEPETUBAHNEM KOMITOHEHTOB KPO-
Bu: BUY, renatute B, C, mapsosupyc B19 u mp.

O/1HO 13 caMBbIX TSKEJIBIX OCJIOKHEH U 3aMeCTUTEThHON Tepa-
N y OOTbHBIX TeMOMIIIIEN — MOsBJIeHIEe aHTUTEN (HHTHOUTOPA),
HarnpaBjeHHbIX TPoTUB dakTopa VIII (yacTora BOBHUKHOBEHUS
10—-15%) mm IX (1-3%). AuTrrena 6I0KUPYIOT IPOKOATYISTHTHY 10
akTuBHOCTD (hakTopa VIII nau IX 1 mosToMy HazBaHbI HHTHOUTO-
pamu. DakTopbl prucKa NosiBIeHUs HHrHOUTOpoB (antuTen K VIII
nin [X daxropy) nmoapasnensior Ha eeHemuveckue: CeMeHbIi
aHaMHe3 MHruouTopa, Hu3kuil yposerb VIII akropa (Metbiie 2%),
acpo-aMepuKaHCKas, NCIIAHCKAs paca, TeHHbIE MYTAIlUU; U He2zeHe-
muueckue: BO3PACT MAIMEHTa, HATNYNe NHQPEKINH, OTlepaIiiy Ha
MOMEHT TIEPBOTO BBe/IeHUsT (hakTopa. Y OOJBIINHCTBA TAINEHTOB
UHTHOUTOP TOsTBIIsteTCst B TiepBbie 10—20 mHell OT Havaia Tepamim
(dhakTopom cBepThIBaHUsT KPOBU. HanbGOIBITUI PUCK TOSIBIEHUST
UHTUOUTOPA BOBHUKAET ITPU HA3HAYECHUHT 3aMEeCTUTETBHOM Teparim
B Bo3pacrte 10 18 Mecsies.

[IpucyrcTBrie MHTHONTOPA B KPOBU TIOATBEPIKAAIOT CITEIIH-
(uueckum uccienoBanrem — tectoM beredna. Tutp usmepsercs

207



Yactb 2. 061ias rematonorus

B Beresna-enununax (BE). 1 BE neiitpamusyer 50% daxrtopa B
HOPMaJIbHOI 1azme. Huskum cunrtaercst tutp naruburopa ot 0,6
10 5 BE, Beicokum — cBbite 5 BE. Te manueHTsl, y KOTOPHIX TPO-
UCXOUT BbIPAsKEHHOE TIOBBINIEHNE TUTPA MHIMOUTOPA, CUNTAIOTCSI
«BBICOKOPEATUPYOIIUMHU», T€, Y KOTO OHO HEOOJIbIIIOEe — «HU3KO-
pearupyionumu». [Ipu yposte 1o 5 BE npoaykiust naruburopa
MOJKET HOCHTh CKOPOTEYHBIN XapakTep, pu ypoBHe cBbiiie 5 BE
UHTHOUTOP HAXOUTCS B KPOBHU TIOCTOSTHHO. Y JIETEll CIIe/lyeT orpe-
Jensath nHrubuTop B nepsbie 10—20 gHei 0T Hayasa Teparmu, Janee
€ MHTEPBAJIOM OT 3 710 12 MecsIieB, y B3POCTBIX — B 3aBUCUMOCTH
OT TIOKa3aHUN WJIM TTPU OTCYTCTBUU adeKTa OT 3aMeCTUTETbHON
Teparmnm.

Kpurepun quarnosa:

1. TeMaTOMHBII THTT KPOBOTOUMBOCTH.

2. ¥Ynmunenune AYTB, Bpemenu cBéproiBanus kposu; TB, [TTB
1 BpeMs KPOBOTEUEHUS B HOPME.

3. CHUIKeHMe B CHIBOPOTKE KPOBM IMAIllMEHTA KOHIIEHTPAITUN
axTopa VIII npu remodunun A u dakrtopa IX mpu remocu-
Jimu B.

Jleuenne. Jleyenve reMopuIn — MHOTOYPOBHEBBIN IIPOIIECC,
BKJIIOYAIONIUI aMOyJIaTOPHY0, CTAIIMOHAPHYIO TIJIAHOBYIO U 9KC-
TPEHHYTO TEePAIHNIO, CTIEITNATN3NPOBAHHOE XUPYPTUYECKOe JieueHHe.
OCHOBHOM T1eJIBIO SBJISIETCS MIOBBITIIEHNE KOHIIEHTpaIun (hakTopa
CBEPTBHIBAHUSA B KPOBU [IJIS JIedeHUS MWW TIPOMUITAKTUKN KPOBO-
TEYEHUS.

[Ipm smerkoft u cpenueit popme remoduanm A ¢ 1eTbI0 KOp-
PEKIIMU TeMOPPAarnIecKoro CHHIPOMA MOKET OBbITh UCIIOJIb30BaH
necmorpeccut (1-ge3amnno-8D-aprunnn-Basonpeccun [DDAVP])
B no3e 0,3 Mxr/Kr oz koxxy uin 300 MKT/Kr nHTpaHasaibHo. [Ipe-
Tapar BBI3BIBAET BBIXO/ IETOHUPOBAHHOTO (haKTOpa CBEPTHIBAHNS
VIIT u DB us fieno ¢ yBesnvyeHneM ero KOHIIEHTPAITNN B KPOBOTOKE
B 3—-5 pas.

OCHOBHBIM BUJIOM JieUeHUs 1TPpU reMoUInu ¢ HaJIUuIueM
CTIOHTAHHBIX KPOBOTEYEHWH SABJISAETCS 3aMECTUTEJbHAS Tepanns
KOMIIOHEHTOM JIOHOPCKOI KPOBU — KPUOIIPEIUITUTATOM, SIBJISI-
IONIIMCST KPUOKOHIIEHTPATOM JIOHOPCKOM TIJTa3MBI, COZIEPKAITIM
(hakTopbl cBEpPTHIBAHUS, U TIperapataMu (pakTOPOB CBEPTHIBAHUS
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VIII u IX, u3roToBJisieMbIMU U3 JIOHOPCKOU T1JIa3Mbl, NJIN PEKOM-
OMHAHTHDBIM.

3aMecTUTEbHYIO Tepanuio GakTopaMy CBEPTHIBAHUS KPOBU
MO/IPA3IeNIIIOT Ha TPOPUIAKTHIECKOe JIeUeH e U JIedeHNe TI0 Tpe-
GOBaHUIO.

[IpopmmakTudeckoe TedeHne 3aKIIOIAETCI BO BHYT-
PUBEHHOM BBe/IEHUM KOHIIEHTPATOB (PaKTOPOB CBEPTHIBAHUS JIJIsSI
peaynpexaeHnsa kpoBoteuennii. [Lesb mpohumakTuku: mepenec-
TU TSOKEIy1o hopMy reMoPuInK B CPEJHETSIKENYIO, JIOCTUTHYB
MUHUMaJbHOTO YPoBHS AedunuTHoro dakropa (6osee 2%), a B
HEKOTOPBIX CJIydastx — B Jierkyto (6oJsiee 5%), 4TO MO3BOJINT TIpe-
IyTIPeNTDb Pa3BUTHE TeMO(MUITNIECKON apTPOTIaTUN, YMEHBITUTh
4acTOTy 0O0CTPEHUIN U PUCK PA3BUTHS TSIKEJbIX OCTOKHEHUI.
[IpodunakTaeckoe sedeHne BKIIOYAET TEPBUYHYIO U BTOPUIHYTO
MPOOUIAKTUKY.

[TepBuunasg nmpodumakTrKa: JAUTENTHHO MPOIOIIKAIONIEECS
Jederre GakTOPOM CBEPTHIBAHUS Y OOJIBHBIX € TSKETON GopMOit
remoduanu A u B. Mosxket GbiTh Hayata B Bospacte oT 1 10 2 ser,
10 npossienus 3abonesanus (mepBudHas NpopUIAKTUKA, Le-
TepMUHUPOBAHHAS BO3PACTOM) UM HE3aBUCUMO OT BO3pacTa y
GOJIbHBIX, UMEIOIINX He HOJIee YeM OJIHO CYCTaBHOE KPOBOTEUEHHUE
(mepBuyHag MPOPUIAKTHKA, TeTEPMIHUPOBAHHAS TIEPBBIM KPO-
BOTEUEHUEM ).

[TammmenTam, cTpagaionuM MOBTOPSIONTUMUCS KPOBOUBIUI-
HUSIMU B OlIpe/ie/ieHHble (11eJIEBbIE) CYCTaBbl, MOKET TPOBOJAUTHCS
KPaTKOCPOYHAs BTOPUYHAS MPOMUIAKTUKA I TTPEPBIBAHUS ITITKJIA
KpoBoTeueHuil. Ee coyeTaloT ¢ akTUBHBIM (pU3UOJIEUEHUEM U XU-
PYPTUYECKUM JIEYeHUEM apTPOTIaTHH.

Jlo cux mop HeT O0IIENPU3HAHHOTO PeKIMa MTPOpUIaKTHIeC-
Koro jiedernst remoduinu. HanGosiee yacto peKOMeH Ly eMbIM I1PO-
TOKOJIOM ITPOMDIIAKTUKH SIBJISIETCSI BBICOKOJ03HOE BBegeHne 25—40
ME /xr koH1teHTpaTa hakTopa CBEPTHIBAHUS TPU Pa3a B HEEIIO TIPU
remModuaun A u 1Ba pasa B HezeJio ipu remoguiinu B. Kpome toro,
CYHIECTBYIOT TIPOTOKOJIBI IPOMEKYTOUHBIX 103 15—25 ME/kr niBa
pasa B HeJIeJI0, a TAKKE ICKAJAIUHN J[03.

Jleuenue mo TpebOBAHUIO — BUJ JIEYEHUsI, IPU KOTO-
POM KOHIIeHTPaT (haKTOpa CBEPTHIBAHUST KPOBU BBOJIST TIPU TIEP-
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BOHAUAJIbHBIX IPU3HAKAX KpoBoTeueHus. ETo 1eb — octaHoBKa
BO3BHUKIINX KPOBOUBJIUSIHUI/KPOBOTEUEHN. DTOT BUJI JICUEHUSI
TaK JKe, KaKk Mpo(uIaKTUIeCKoe JieueHue, IIPE/IoJIaraeT BBe/leHue
(haxTopa cBeproBanus Ha gomy. /103y dakropa cBepThiBanmA X
(ME) paccunTpiBaiot 110 hopmyiam.

Pasosas dosa npenapama ons eemopunuu A:

pu Tsikesnoit popme: X = M x L x 0,5;

npu cpenueit n gerkoii popmax: X = M x (L — P) x 0,5.

Pasosas dosa npenapama ois 2emopunuu B:

mpu Tskesioit popme: X = M x L x 1,2;

1ipu cpesHeit u jerkoi popmax: X = M x (L — P) x 1,2;

rie M — macca tesa 60JbHOTO, KT; L — MPOIIEHT JKeIaeMoro
ypoBHs (hakTOpa B 11J1a3Me MarurenTa; P — ucXoHbIi yPOBeHb ak-
Topa y O0JIbHOTO /10 BBE/IEHNUST TTperapara.

Jlosa daxropa cBepThIBaHMS, HEOOXOAUMAS AJs JeUEHUSI
CITIOHTAHHOTO KPOBOTEUEHUS WU IS KOPPEKITUN TeMOCTa3a Tpu
XUPYPru4ecKOM BMEINIATEeIbCTBE, 3aBUCUT OT TSIXKECTH TeMOpparu-
deckoro cuuapoma. JKusHeyrposkariiee KpoBoTeueHue u O0JIbINoe
XUPYPrudyecKoe BMENaTeIbcTBO TPeOYIOT KOHIIEHTpanu (hakTopa
cBeproiBanus B 1tazme 100%, Masioe KpoBOTEUEHIE U MAJIOE XUPYP-
rudyeckoe BMeraTeabcTso — ot 20 10 60% (tabu. 10.2).

[Tocne ymapuoii 10361 hakTOpa Kaskabie 12 1 BBOAIT MOAIEPKU-
BAIOTIYIO /103Y, TTOKa He 3axkuBeT paHa (7—10 aneit). [lonnep;xusa-
T0MIas /1032 paBHA TOJIOBUHE HAYAIBHOI /I03BI.

Jleuenue ocTporo reMapTposa naToJOriuecKu HEM3MEHEHHOTO
paHee cycTaBa ITpe/IIoJiaraeT He TOJIbKO aJIeKBaTHYT0, HEOTIOKHYIO
3aMECTUTEJLHYO TEPATTNIO, HO 1 00513aTeIbHYI0 aCITPAIIN0 KPOBU
U3 CyCTaBa ¢ TOCIeyoIei ero MMMOOHTN3AaITEN.

JIrobast croMaTosIoryecKast IOMOIIb, BKJII0Uast y1aieHue 3y0-
HOT'O KaMHsI ¥ TIOMOMpoBaHue 3y00B, TpeOyeT MPeBapUTeIbHOIO
(HerocpeCTBEHHO Mepe/l MAHUITYJISIel ) O[HOKPATHOTO BHY TPU-
Bernoro Beegenus VIII dakropa B nose 20 ez1./Kr Beca 6OJBHOTO.
OnHOBpEMEHHO HA3HAUYAIOT £-aMUHOKAIIPOHOBYIO KUCJIOTY (aMu-
Kap) 1o 6 T Kaxkapie 6 1 B TeueHue 4—6 mHelt.

B snedennu uHrn6uTopHbix hopm remodusin A u B uctonbay-
0T JIBA OCHOBHBIX MIO/IX0/1a. Y JIeTell IPUMEHSIOT METO/] MHYKITUN
nmmyHHol tonepantHoctu (MUT) Beicokumu nozamu hakropa
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Ta6bauma 10.2

Pacuer 103 3amecruTebHOIT Tepanuu (paKTOpaMH CBEPThIBAHHS

Tun kpoBoTeueHus

TeparneBTuyeckuit
YPOBEHb aKTUBHOCTU
¢akropa VIII B nnas-

Jloza, HeoOxoaMast 1ist
MOJIIePsKaHUs TepareB-
TUYECKOTO YPOBHS (haK-

Me, % topa VIII B rurasme
MauJbie kpoBOTE- 20-40% 10-20 ME/xr, ecain
yeHus (TOBEPXHOC- HEOOXOINMO, TTOBTOPUTD
THBIE TEMOPPAruH, BBeJICHIE B TOH JKe /103€
paHHue KpoBoTeye- yepe3 12-24 4
HUSl, KPOBOU3JIUSI-
HUSI B CYCTaBBI)
YmepeHHo Bbipa- 30-60% 15-30 ME/kr, eciu
’KeHHbIE KPOBOTeE- HEOOXOIMMO, TTOBTOPUTD
YyeHu: (KPOBOU3- BBeJleHUe B TOH ke 103e
JIUSTHUST B MBIIIIIIBI, yepe3 12-24 4
KPOBOTEUEHUS B
TTOJIOCTD PTa, IBHBIE
TeMapTpo3bl, Oue-
BU/IHAS TPABMA);
MaJiple XUpypruiec-
KHe BMeIlaTeJIbCTBa
Boipaskennbie u 80-100% [IepBoHauasnbHag /103a

SKH3HEYTPOsKalo-
nye KpOBOTeYeHH
(BHyTpUYepeIHbIe
KPOBOU3JIUSTHUS,
KPOBOU3IUTHUSA

B OPIOIIHYIO WU
IPYIHYIO TIOJIOCTH,
JKEJTyI0YHO-KHIIIeY-
HbIe KDOBOTCUYCHMS,
KPOBOU3IHSIHUSA

B [THC, petpoda-
pUHTeaTbHOE WU
PeTpoIepUTOHEATTh-
HOE TIPOCTPAHCTBO,
KarcyJiy mo/[B3/101iI-
HO-TIOSICHUYHOM
MBIIIITIHI ); IEPeo-
MBI, TPABMBI I'OJIOBbI

40-50 ME/kr; moBTOp-
Has noza 20—-25 ME /xr
Macchl Tejia yepes Kax-
nele 8—12 g
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Oxonuanue mabn. 10.2

Tumn kpoBoTeueHust TeparneBTueckuit Jlo3a, HeobxoanMast It
YPOBEHb aKTUBHOCTHU | TOJ/IEPKAHUS TeparieB-
daxropa VIII B mmas- | Tudeckoro ypoBHs dax-

Mme, % topa VIII B miazme
OO6umuMpHbIE XUPYP- Okouio 100% [Ipeponepannontas 03a
rHYeCKue BMemia- 50 ME /xr, ybenurbest
TeJbCTBA B 100% axTuBHOCTHU 110

omeparuu. [ToBTopuTh
BBejlene uepe3 612 4
IOCJIe OTIePaIlni, Tepa-
nuio npoposrkats 10—-14
JTHEIT 10 TIOJTHOTO 3a)KHB-
JIeHWS

VIII nau IX. Y B3pOCJIbIX UCTIOJIB3YIOT MIperapaThl IyHTUPYIOIIle-
ro neiictBusa — axktuBupoBaHubIi haxtop VII (Koarna-VII, nan
Hosocesen), a Takke IpoTpOMOMHOBBII KOMILIEKC, BKIIOUAIOIUI
dakropsr 11, VII, IX 1 X B KoMOUHAIIAN.

10.2. Bone3Hb BunnebpaHga

Bosesub Buiiebpania (bB) o6benntsier rereporeHHy 0 rpyTi-
Iy HACJIE/[CTBEHHBIX Ay TOCOMHO-IOMUHAHTHBIX ¥ TPUOOPETEHHBIX
HapYIIEHUIT CBEPTHIBAEMOCTH KPOBU, BBI3BAHHBIX ZIepUITNTOM (hak-
topa Busiebpana (OB) umm redexrom ero dpynkimm. OB cumre-
3UPYETC B KJIETKAX JIBYX TUIIOB: B METAKAPUOIIMTaX KOCTHOTO MO3Ta
U KJIeTKax aH[oTenns cocynoB. M3 merakapuorutoB OB nocrymaer
B TPOMOOIIMTHI U XPAaHUTCS TaM B o.-rpaHysiax. OCHOBHast 4acTh
DB npogyupyercst B 9HAOTETUOIUTAX, OTKY/IA 3aTEM TIOMA/IAeT B
nasmy u cybanporenuii. OB, 1enoHUpoBaHHBIN B Cy0IHI0TEINH,
SABJIAETCA CAMBIM aKTUBHBIM, IMEHHO OH BBIJIEJISAETCS TTPU KPOBO-
TEYEeHNU UJTU Ha3HAYEHUU JIeCMOTIPECCHHA.

DB BbImoJHSET JIBE OCHOBHBIE (DYHKITUH:

* 0becIeunBaeT a/Ire3uio TPOMOOITUTOB K KOJITATE€HY COCYTHC-
TOU CTEHKU;
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* crabuimsupyet dakrop VIII, yBeamuusasi IpoI0JLKUTE -
HOCTB €T0 CYTIEeCTBOBAHNA 1 TPAHCTIOPTUPOBKY B MeCTa aKTUBHOTO
00pa3oBaHKsI TEMOCTATUYECKON TPOOKH.

[Ipenmonarator, uto yactota BB MoxkeT coctaBisith 1% B 110-
Iy e HaceseHusi. Ho B ¢Bsi3u ¢ 0OBIYHO JIETKUM U CTEPTHIM Te-
YeHreM OHa MOJKeT 0CTaBaThcd HemarnoctupoBanHoii. [lomararor,
YTO KOJIUIECTBO MAIIUEHTOB, HYKAAIOIIUXCS B JICUCHIH, AHATIOTUIHO
TaKOBOMY TIPH TeMOMUITIH.

OTimuuTebHBIMU 0COOEHHOCTSIMU BB sIBJISIOTCS TIpU3HAKH
HApYIIEHUST KaK COCYIMCTO-TPOMOOIIUTAPHOTO TeMocTasza (yIJIi-
HEHUE BPeMEHU KPOBOTEUEHUS ), TAK U KOATYJISIITUOHHOTO 10 TUITY
reModunn. Knmandeckue OTANINS OT TeMOMUITIH COCTOSAT B TOM,
4TO GOJIETH MOTYT JKEHIIIMHBI ¥ TEMOPPAriyeCKuii CHHAPOM 00bIY-
HO HE TeMAaTOMHOTO, a TeTeXNATbHO-TIATHUCTOTO UJI CMEITAHHOTO
THUTIA.

Boiessaior Tpu ocHOBHBIX THIIA BB:

1) xosnuuectBennbie Hapyienust cuatesa OB (BB I tuna) —
HarboJjiee YacThIil BapuaHT, Ha KOTOPBIH npuxoautcs 6osee 70%
carydaeB 3a60JIeBaHNST,

2) KaueCTBEHHbIE HAPYIIEHNUST, 00YCITOBIECHHBIE TTATOJIOTHYIEC-
koit crpyktypoit OB (BB I tumna);

3) noanoe uan moutu mosuoe orcyrcrBue OB (BB 111
THUIIA).

[Tpu aTOM 3HAUNTETHHBIX KIMHIYECKUX PA3JTNINIl HET.

[Tpuobperennast BB MozkeT ObITH 00YCIOBIEHA TIOHUKEHHBIM
cuate3om DB, ero BropudHbIMI aHOMATUSMHU (TIPU OTTYXOJIEBBIX
3a00JIeBaHISIX ) WM HaJmareM aytoanTures npotus MB (y 60i1b-
HBIX C ayTOMMMYHHBIMU HAPYIIEHUSIMU ).

Kimunuueckue nposiBienusi. PazsuBaercsi reMopparudeckuit
CUHIPOM TIeTEXUATBHO-TIATHUCTOTO WJIN CMenTaHHoTo THmna. Jlia
[IePBOTO XapaKTepHa IJIaBHBIM 00Pa30M MOBEPXHOCTHAS, KATTHJLIISIP-
Hast KPOBOTOUYMBOCTH. Ha Koske CTOHTAHHO BO3SHUKAIOT METTKOTOYEY-
HbIe KPOBOUBJIHUSTHUS (TIeTeX1 ) U 60Jiee KPYITHbIE — 9KXUMO3bI HJIH
cuHsAKr. HabmiogaoTest KpOBOTEUEHHS U3 CIM3UCTBIX 000TI0UEK:
HOCOBBbIE, JIECHEBbIE, @ Y JIEBOYEK ITyOEPTaTHOTO BO3pACTa — HEPEIKO
TKesbie MaTouHble. OTCYTCTBYIOT TEMAaTOMBI I TeMapTPO3bI; OTIe-
paTHUBHBIE BMEIIATEIbCTBA TIPOXO/IAT, KaK MPAaBUJIO, 6€3 OOJIBIIOi
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KPOBOTIOTEPH, CEPhE3HYIO OMACHOCTD MPEACTaBISIOT Juiib JIOP-
omepartii. Bo3MOKHBI KPOBOU3IUSIHUS B MO3T.

[Ipu cMemanHOM, MU MUKPOIUPKYJISTOPHO-TEMAaTOMHOM,
THIIE TEMOPPArnYecKOro CHHAPOMA Ha KOKe MOKET ObITh IeTeXH-
aJIbHO-9KXUMO3Hast chillb. Ha ee hoHe BO3HMKAIOT HATIPSI)KEHHbBIE
6oJIe3HEHHbIE TeMaTOMBbI B KOJKe 1 TIOAKOKHON KJIeTyaTKe, WHOT/A
3abpronnHHble. He MCKIIOYEHbI KPOBOUSIUSHUS B OPIOIITHYIO 110-
JIOCTh, BHYTPEHHHUE OPraHbl, HO TeMapTPO3bl HAOMIOJAI0TCS KpaiiHe
PEeIKO U He BBI3BIBAIOT CTOMKUX nedopmariuii. YacTbl HOCOBbIE U
MaTOYHbIEe KPOBOTeUEHN . BO3MOKHBI ITUTEThHBIE KDOBOTEUEHUS
npu sKcTpakimu 3y6oB. C BO3pacToM B KIMHIYECKOI KapTHHE Ha-
yrHAOT TpeobranaTh kpoBoteyerus us KKT.

HMuarnoctuka BB ocnoBana Ha onpesnesiernu akTusHoCTH OB
B COYETAHU C HAPYIIEHUSIME arperaruu TpoMoonuTos. JlabopaTop-
Hoe BbIsiBsieHne bB ocrioxusiercs Tem, uro @B — 5710 ocTpodasHblit
6eJI0K, KOHIIEHTPAIs KOTOPOIO MOKET MOBBIIIAThCS Ha 25% 1 60-
Jiee TIpH cTpeccax, (GU3NIecKoil Harpyske, OepeMeHHOCTH, TIpHeMe
KOHTPALENITUBOB M TIOC/Ie XUPYPIrIYecKUX BMeraTeabetB. OOHa-
pysKeHbI pazindus B cojepskannu OB B 3aBUCMOCTH OT TPYIIIBI
KPOBHU, HAUMEHBIITHNI €T0 YPOBEHD XapaKTepeH /JIs JIUT] ¢ Tpymoii 0
o cucteme ABO.

Kpumepuu ouazioza BB I muna:

1. ¥Ynniunenue Bpemenn kpoBoreuenns 1 AUTB.

2. HopmasbHoe kosmmdectBo TpombotuToB u IITB.

3. CHmkenne cogepskanns anrureHa OB.

4. CHIKeHMe PUCTOMUTIMH-THIYITNPOBAHHON arperaiuy TPOM-
GOIUTOB U PUCTOMUIIH-KO(aKkTOpHOH akTiBHOCTH DB, Arperarust
TpoMOGOIMTOB ¢ Apyrumu arentamu (A/lD, Kostaren) B Hopme.

Jleuenne BB 3aBucHUT OT TSIXKECTU TEMOPPATUYECKOTO CUH-
ApoMa. 3aMecTuTeIbHas Tepanus HeoOXouMa MpesKje BCero B
cayJdassX XUPypPTrUYecKUX BMEMIATEeJbCTB U TIPU TpaBMax. MoryT
OBITh UCIIOJIB30BAHbI I€CMOTIPECCUH, PEKOMOMHAHTHBIN KOHIIEHT-
pat OB (Buare, coorromenue ¢paxropa VIII u OB cocrasisier
1:1; Temare 11, «d. VIII: ®B» 1:2,4), mnazmennslii hakTop cBep-
teiBanust VIII (Mmmynar, <. VIII : @B» 2:1), kpuonperumnu-
TaT, 9CTPOTEHBI 110 COTJIACOBAHUIO C THHEKOJIOTAMU TTPT MAaTOTHBIX
KPOBOTEUEHUSIX.
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10.3. CnHgpomM ANCCEMUHUPOBAHHOIO
BHYTPMCOCYAUCTOro CBEpPTbIBaHUSA,
UK Tpomoboremopparm4ecCKum CUHAPOM

JIBC-cunpom — HanboJiee yacTast IpuoOpeTeHHast KoaryJio-
[aTUs y TOCTUTAIBHBIX TTAIIEHTOB. ITO TPOMOOTeMOPparndecKoe
HapyllleHue, BOBHUKAIOIEe B Pe3yJibTaTe aKTUBAIUU KaK KOary-
JSMUOHHOM, TaK 1 (GUOPUHOJUTHIECKON CUCTEM C YPE3MEPHDBIM
obpaszoBaHueM TPoOMOUHA U ILIA3MUHA B IepudEPUUECKOil KPOBH,
BBI3BIBAIOIMX OGIIUPHOE OTJI0XKeHIE (PrOPHHA B MEJIKUX KPOBE-
HOCHBIX COCY/IaX, YTO COIIPOBOK/IAETCS MOBPEKICHUEM TKAHEH UITH
opranoB B pesysbrate utiemun. [1pu [[BC Henszbe:xHO BO3HUKAET
ucrorenne (pakTopoB CBEPThIBAHKSI X TPOMOOIIUTOB, TIPOSIBJISIIOIIIE-
ecsl KIIMHUKOHN TeMOPParndecKoro uare3a co CMEIManHbIM TUTIOM
reMOpparuyecKoro CUHpoMa. AKTUBAIIUS [JIa3MUHA BbI3bIBAET
ycusenre hubprHOII3A.

JIBC — Bcerma BTOpUYHBI IIPOLIECC, BOSHUKAET IIPH 3a601e-
BaHUSX, CMIOCOOCTBYIOMINX BBIJIECICHIIO B KPOBOTOK MTPOKOATYJISTH-
TOB, COITPOBOKIAIONTUXCST TOPAKEHUEM SH/IOTEITHS U CTUMYJISIIIUET
tpombonuToBs. Boeigensior octpeiit JIBC u XpoHWYECKIH, UITH JIO-
kaapHbIl, /[IBC.

[Tpu ocrpom [IBC-cunpome mponcxouT aKTUBAINS KOAry-
JIIIUOHHBIX TIPOIeccoB U hubprHoinsa. [ledeHb He B COCTOSTHUM
KOMIIEHCHPOBATh PACXOJL IJIA3MEHHBIX OEJTKOB: KOAryJISTHTOB, aHTHU-
KOAryJITHTOB U (UOPUHOMNTHYECKIX (PaKTOPOB. YPOBHU (DUOPUHO-
reHa u Ipyrux (haKTOpoB CBEPTHIBaHYS, a TakKe anTuTpoMbuaa 11,
nporentos C u S, I1a3MUHOreHa, OL,-aHTUILIA3MUHOIeHa B KPOBU
CHUZKAIOTCSI, BOBHUKAET TPOMOOIIUTONEH S OTpebienust. /lucceMu-
HUPOBaHHbBIE (GUOPUHOBBIE TPOMObBI HAGJIFOIAIOTCS B MUKPOITUPKY-
JIATOPHOM pycJie 1o BeeMy opranuamy. [lmasmMrnoBoe pacimenienve
(hbubpuHa TPUBOIUT K HAKOIIJIEHUIO MPOLYKTOB Jerpaaariui huo-
puna (II/I®, PKOM), koTopble TPENSTCTBYIOT MOJUMEPU3AINN
(bubpuHa, arperaryt TPOMOOIUTOB ¥ YCUIUBAIOT KOATYIOTATHIO.

[TyckoBeiM Mexannamom octporo I BC sBseTcs moBpexaene
9H/IOTEJINS COCY/IOB ¥,/HMJIU TKAaHEBbIE HEKPO3bI C BBIOPOCOM TKaHe-
BorO (hakTopa B upKyJIstiuio. Octpsrit [l BC MokeT BOSHUKATD TTPU
TaKUX MATOJOTMUECKUX COCTOSTHUSX, KaK:
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1) nadekum, BRIOYAST TPAMOTPHUIIATEbHBIN, TPAMIIOJIOKH-
TEJILHBIN CETICHC, BUPYCHDBIE WH(MEKITHH, MATSIPHTO, OPIOTITHOMN THd,
MUKO3BI;

2) akyliepcKue OCJIOKHEHUS: Pa3PbIB IJIAIEHTHI, IMOOJTHS
OKOJIOTIJIOJHBIMU BOJIAMU, IKJIAMIICHS, OTCJIONKA ILJIAlleHThl, Cell-
THYECKHE OCJIOKHEHUST ab0PTa;

3) TsiKeJIbIe TPaBMbI, 0COOEHHO TOJIOBbI, CHHIPOM C/IaBJIEHUST
TKaHell;

4) oxoru;

5) MIOK ¥ aIU103 PAa3JINIHON ATUOJIOTH;

6) ocTpble reMOJIUTUYECKUE TPAHCPY3MOHHBIE PEAKITUM;

7) 3/10KaueCcTBEHHbIE HOBOOOPA30BAHUST: OCTPBII TIPOMHUEO-
[UTAPHBIN JIETKO3, MYITUH-CEKPETUPYIONIas aJleHOKapIIMHOMA Ke-
JIyJIKa, TIPOCTATBI, TIOJIXKEITYTOYHOM KeTe3bl;

8) mpoume: ocTPhI HEKPO3 TTeYeHU, OCTPBIN TTAHKPEATUT, TIaH-
KPeOoHEeKPO3, BMENHBIE YKYChI, OCTPHIN PeCTTUPaTOPHBIN ANCTpecc-
CUH/IPOM.

Xpounnueckwnii [IBC-cunipoM Bo3HIKAET TPY HE3HAYNTETHHOMN
AKTUBAIMK CHCTEM CBEPTHIBaHUs U (HUOPUHOJIN3A, TIPH KOTOPOil
HeyeHb MOKET KOMIIEHCHPOBATh PACXO/ ITOTPeOIIsieMbIX (haKTOPOB.
Omnyxomnn — ocHOBHas nmpuunHa xpoaunyeckoro JIBC. Kpome Toro,
OH MOKET ¥MEeTh MECTO IIPU XPOHUUYECKHUX 3a00JIeBaHUSX JIETKUX,
MOYEK, aTePOCKIIEPO3e, CaxapHOM [radere, apTepruaybHON THIIEp-
TEH3UN.

Kmununueckue nposisiaenusi. Octpeoiii /[ BC-cunapoM rporteka-
eT B iBe cTaauu. [lepBasd cTaans rumepkoaryasiiug, Kak TPaBuIIo,
KPaTKOBPEMEeHHA U KIMHUYECKU MaJIo3aMeTHa, BTOPasi — TUIIOKoa-
TyJISAIUN — OoJTee UTUTETbHAS U TTPOSIBIISIETCS TeHEPAT30BAHHOIM
KPOBOTOYHBOCTBIO. Y OOJIBHBIX MOTYT IMETH MECTO KPOBOTEUEHUST
U3 MECT BHYTPUBEHHBIX HHbeKIni. Ha Kojke 1 cimsucThix — 60Jib-
11oe KOJMYEeCTBO 9KXUMO30B U 1eTexuii. Kpome Toro, MOTYT pas-
BUTHCS KPOBOUBIUSIHUSA U KPOBOTEUEHNUS TTOUEUHBIE, JIETOUHBIE,
JKeJy0YHO-KUIIeuHble, MaTOuHble, KpoBouaausuug B [THC.
COIyTCTBYIOIUMHI CUMIITOMAMHU 4acTO ObIBAIOT JUXOPAJIKa, I'M-
norensust. lemopparuu nHorga HabaogaoTcsa Ha GoHe aKpolra-
HO32a (0T cepoii 10 MyPIYyPHOI OKPACKN KOKN KOHYNKOB TTATBIIEB
PYK 1 HOT), 0cOO6eHHO y O0JIbHBIX B 1IoKe. [Ipu HeadheKkTuBHOI
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Teparuu, TPOrpeccupyonieM reMoOpparndieckoM CUHPOME Pas-
BUBAETCS KapTHUHA TOJUOPTAHHON HEJOCTATOYHOCTH (MHOTOOYA-
roBasi HEBPOJIOTHYECKAs] CUMIITOMATHKA, HAPYIIeHUe CO3HAHUS
710 KOMBI, JIETOYHBIH IUCTpecc-CHHIPOM, cTpeccoBbie S3BBI JKKT,
BHYTPUCOCY/IUCTBIN FeMOJIN3, OJIUTYPUSL, A30TEMUS], KOPTUKATIbHBII
HEKPO3), TTOCTTEMOPPArHIECKOTO MMOKA C BO3MOKHBIM JIETATbHBIM
HCXOJIOM.

Xpouuueckuit [[BC manudectupyer tpombo3amut u TpoM60-
aMOOJTSIMU, TeMOpparun He XapakTepHbl. CBsI3b MUTPUPYIOIINX
TPOMOO(IIEOUTOB € BUCIIEPATLHBIME OITYXOJISIMHE (aI€HOKAPIIHHOMA
JKeJIyZIKa WK TTOJIKEeTYTOUHOM KeJsie3bl) M3BeCTHA KaK CUHAPOM
Tpycco. Tpom6o3bI rirybokux BeH ¢ mocseayiotieil TAJIA — nanbo-
Jiee TUITMYHAST TPUYMHA CMEePTH OOJIBHBIX € OMYXOJISIMH.

Kpurepun nuarnosa ocrporo [IBC-cungpoma:

1. Cumxenue kKojiudecrsa TpomMbonuros Menee 180,0—
150,0x10° /7.

2. IlpusHaky TUIIOKOATYJISIIMY [10 KOAryJIorpaMMe: YIJIMHEHe
IITB, AYTB, TB.

3. CHMsKeHMe KOHTIEHTPaIluM MHOTHUX (paKTOPOB CBEPThIBAHMUS,
ocobento pudbpurorena u paxropos V, VIII, XIII.

4. Camxenue kounentparuu AT TI1.

5. Ilpusnaku nmapakoaryJisiiiii: MOBbIIIEHNUE KOHIIEHTPAIUN
I-nmumepa, IIJDO, PKOM (pubpunemus).

6. [IpucyrcrBue B Ma3ke niepudepuueckoii kposu B 50% ciry-
YaeB MMU30I1UTOB ((pparMeHTHPOBAHHBIX 9PUTPOIUTOB).

Kputepun quarnosa xpounyeckoro /IBC-cungpoma:

1. HopMaJibHOE WJIM CHUKEHHOE KOJIMUECTBO TPOMOOIIUTOB.

2. Hopmassnoe uin yasmnaennoe [1TB, AYTB.

3. [osbimennoe copepskanne I1D.

4. Camxenne xounentparum AT T11.

5. Iosbimenne yposhst pubpunorena u VIII dakropa mpu
3JI0Ka4€CTBEHHBIX HOBOOOPA30BAHUSIX.

Jleuenne JIBC-cunapoma. KpaeyrosibHbIM KaMHEM Tepanuu
JIBC sBisieTcs iedenre OCHOBHOTO 3a60JIeBaHsI, BbI3BaBIIIe-
ro [IBC. TIpu addexTuBHOM JIedeHUN OCHOBHOIO 3a00/1eBaHUs
HepeaKOo MPOUCXOANT crioHTanHas perpeccus [IBC-cunrapoma.
Hanuuue GubpuHeMUn CIyKUT TOKa3aHMEM JIJIsl Ha3HAYEH WS
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renapuHa (aktuBupyer anturpoMOun 111, KoTopbIil HelTpasu-
3yeT cBOOOIHBIN TPOMOUH ¥ MHTUOUPYET ero AajibHeinee 00-
pasoBanue), ocobenHo npu xpouunyeckom JIBC-cunapome, co-
MPOBOK/IAIOIIEM 3JI0KaUuecTBeHHbIE HOBOOOpasoBanust. C 1ebio
BOCIIOJIHEHUST (DAKTOPOB CBEPTHIBAHUS TTOKA3aHbI TpaHCDY3UU
CBEKe3aMOPOKEHHON TITa3MBbl B /103e He MeHee 20 MJI/KT BHYT-
pUBEHHO cTPyitHO. IIpu TsKeN0i TPOMOOIIUTONEHUH UCITOJb-
3yIoT TpaHchysun KoHieHTpaTa TpoMGonuToB. Obs3aTeTbHBIM
SIBJISIETCS. M UHTEHCUBHOE JIeUeHMe 110Ka, aKTUBHOE yCTPaHeHne
TUTIOKCEMWH W TUTTOBOJIEMUN.
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Maea 11

NPHHLIHIIbI KAIACCHPHKALIHH
I'EMOB(IACTO30B

C MOMeHTa ITePBOTO OMUCAHUS OITyXOJIU FTeMOTIO3THIEeCKON TKa-
uu B 1845 1. P. BUPXOBBIM 1 BBeICHUS TEPMITHA «JICHKEMIIS», WJIN
«BeOKPOBHUEs, OTPAKAIOIIEr0 OOHAPYKEHIE OOJIBIIOrO KOJMYECTBA
GesTbIX KPOBSIHBIX TeJtell (JIEHMKOIMTOB) B epruhepruuecKoil KpoBH,
WJIET HEMTPEPBIBHBII ITPOTIECC CO3/IAaHUS U COBEPIIIEHCTBOBAHMS KJIac-
cuuKaMoOHHbIX cructeM (Kaaccudukariiii) reMob1acTo30B.

B ocHoBe kiaccudukaryy reMo01acTO30B JEKUT UX TT0[Pas-
NieJieHre B 3aBUCUMOCTH:

* OT IPUHAJITIEKHOCTH K OT/IETY KPOBETBOPEHUSI: MUEJIOTI093Y
(MuesonposndepaTiBHbie HOBOOOPA30BaHS ) WK JUM(OII093Y
(mumornpoandepaTuBHbIE HOBOOOPA3OBAHUS);

* MeCTa MePBUYHOI JIOKATHU3AIIH OITYX0JEBOTO POCTA: KOCT-
HBIN MO3T (JIEHKO3bI ) MJTM BHE KOCTHOTO MO3Ta (reMaTOCapKOMBbI );

* arpecCUBHOCTHU TeUeHUs, KOPPEJUPYIOIIel ¢ XapaKTepoM
MOP(hOJIOrHYEcKOro cybeTpaTa OMyXOJIu: U3 HE3PEJIbIX KJIETOK
(KJIETOK-TIPE/IIIECTBEHHUKOB, OJIACTOB) WJIN U3 CO3PEBAIONINX U
3PEJIbIX KJIETOK.

OrmyxoJin, 3aTparuBaiole pOCTKU MUEJOUTHOTO KPOBETBO-
penus (MHEJIOT0932), TPUHSTO HA3BIBATD OMYXOJISIMU TEMOIIOITU-
yecKoil (MUEJIONIHON ) TKAHU, UJIM MUEJTOUIHBIMUA HOBOOOpa30Ba-
HussMu. OT1yXoJu, BOBJIEKAIOIINE POCTKY JUMDOI1093a, HA3bIBAIOT
JUMMOUAHBIMU HOBOOOPA30BAHUAMMU, UK JTMM(MOMaMHU.

Temo6.1acTO3bI ¢ MOPGOTOTHIECKUM CyOCTPATOM, T.€. C TPE00-
JIaJlaHUEM CPEJIN Oy XOJIEBBIX KJIETOK OJ1acTHBIX (hopM (OCTPBbIiA Jieii-
KO3, TMM(OMa U3 KJIETOK-TIPE/IIECTBEHHUKOB ), OTIYAET OBICTPOE
TedeHue 3a00J1eBaHUs TIPU OTCYTCTBUM 2(DPEKTUBHOI Teparnum —
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Heziesin, Mecsiibl. Ipu aToM adexTnBHas, 1axke TpajAUIIMOHHAS,
XUMHUOTEPAITUsST MOKET MPUBECTH K U3JIedeHnio. [eMo6aacTosbl ¢
npeodIIalaHueM CPEIN OTTYXOJIEBBIX KJIETOK CO3PEBAOIINX U 3PEJIbIX
opmM (XpoHIYECKIE JIEHKO3bI, 3PETOKIETOUHBIE TUMMOMBI ) AJIATCS
MeCsIIaMHt, ToIlaM1 Jlake 0e3 JiedeHUsT, OTHAKO TPAIUIIMOHHAST XU~
MUOTEPAIUs He TaeT BO3MOKHOCTH U3JICYeH ST GOJIE3HI.

Jluaruos reMo61acT03a ¢ MOMEHTA IIEPBOTO OIUCAHUS ObLI
MOP(hOTIOTHYECKUM, T.€. OCHOBBIBAJICS HA BBISIBJIEHUU TEMOTIOITH-
YECKOI MPUHAIJIEKHOCTHU KJIETOK, COCTABJISIONIUX MOP(hoIoruyec-
Kkuii cy6erpat Gosesnu. [IprsKn3HeHHAs TMarHOCTHKA JIEHKO30B
Ha OCHOBaHUU MOPDOJOTUYECKOTO UCCIe/I0BAHNS] Ma3Ka KJIETOK
KOCTHOTO MO3Ta CTaJIa BO3MOKHOI ¢ MOMEHTA BHEIPEHIS TIPUIKU3-
HEHHOTO ITyHKIIMOHHOTO UCCJIe/IOBAHMST KOCTHOTO Mo3ra. [TyHKIms
rpyauHbL UTI0i Brpa Oblia nmpeioskena u ocyiecTieHa B 1928 r.
M.U. ApunkunbiM — 1ipoeccopom BoeHHO-MeUITMHCKON aKa-
nemun C.-Tlerepbypra. Mopdosorunueckue pasinaust O1acTHBIX
KJIETOK, JTUM(MOIUTOB U KJIETOK MUEJOU/IHBIX PSIJIOB MO3BOJISIIIN
mudbepeHpoBaTh MUETOUAHBIE 1 TUMQPOUTHBIE JIEHKO3HI C TTOJT-
pas/ie/ieHreM MX Ha OCTPbIe U XPOHUYECKHE (DOPMBbI.

C nosiBJieHUEM TIEPBBIX ITUTOCTATUKOB U WH/LYITUPOBAHHBIX
UMW PEMUCCUI OCTPBIX JIEHK030B (Hauasio 70-X To/10B MPOIIJIOTro
CTOJIETHST) BCTAJA 33j[a4a CO3/[aHMs eIMHON KIacCu(UKAIIMOHHON
CUCTEMBbI JIJISI CPABHEHUS PE3YJIBTATOB JIEUEHUST MEXK/TY PA3ITUIHBIMU
rieaTpamu. B ee paspaborke (FAB-kmaccubukanmst ocTpbIx JIEHKO-
308, 1976, 1982 1T.) Ha ocHOBe MOPMOIOTUN U LUTOXUMUK HJIac-
THBIX KJIETOK NpUHsIN yuactre creruamnctel Opannuu, CIIA,
Bennkobpuranum.

Bce coBpementbie kiaccuUKanOHHbIE CUCTEMbI, OCHOBAH-
Hble Ha Mopdostorun (Kunbckas knaccuduxaims sumdom 1974 r.,
Pa6ouast hopmyposka, 1982 — maromopdosiornyeckast KJIaccu-
dukarms aumdom ), mopdosorun u iuroxumun (FAB-knaccudu-
KaIst OCTPBIX Jiefiko30B, 1976, 1982 rr.), Mmopdosornn n ummyHoO-
sorun (REAL-knaccudukanus mumdom, 1994 r.) — rectupoBainch
Ha TIPeJIMET B3aMMOCBSI3U YCTaHOBJIEHHOTO BapruaHTa OOJIE3HH 1
BbIKMBaeMocTH 00sbHbIX. OHako B 90-e rojbl cTaso 9CHO, YTO
HanGOJIBIIYI0 3HAYMMOCTD B ITPOTHO3€ BHIKMBAEMOCTH MMEIOT He
(beroTunmyeckue, a reHETUYECKUE MAPKEPDIL.
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JlasbHeiilee pa3sBUTHE MEIMKO-OMOJOTMYECKOI HAyKHU C OT-
KPBITHEM MMMYHOJIOTHYECKUX Pa3JInIIi KJIETOK Ha OCHOBe nde-
PEHIMPOBAHHBIX AHTUTEHOB, CIIOCOOOB NAEHTU(DUKAIIMN XPOMOCOM,
TeHOB 1, HAKOHETI, dMNTeHeTUYECKNX HAPYIIIEHNIT TIPUBEJIO K TOMY,
4TO JIMATHO3 TeMODJIACTO3a CTaJl He CTOJIBKO MOP(hOIOTHYECKIM,
CKOJIBKO UMMYHOTE€HETUYECKIM. JTO HAIILJIO OTPakeHNe B CO3/IaH-
HOI MEXKIYHAPOIHBIM KOMHUTETOM aKciiepToB BO3 kinaccudukarmm
OTIyXOJIEll TEMOITOATUYECKON 1 uM@ONAHON TKaHu. 3azada co-
3nanus kinaccudukanu BO3 Kak cOBpeMeHHON HO30JI0TMIeCKO
KJaccupUKaIUU OIyX0JIeBbIX 3a00J1eBaHUI KPOBETBOPHOIT TKAHK
Ha OCHOBE BCEX CYIIECTBYIONIMX COBPEMEHHBIX METO/[OB JIMArHOC-
TUKHM ObLyTa moctasyieHa B 1995 1.

B ocnoBy BO 3-kmnaccudukanmm ommyxoJieli reMoIo3aTu4ecKon
1 uMQOUIHON TKaHU OBLIH TIOJI0KEHbI:

1) nmoxpaszesenue Bcex BUI0B reMoOIaCcTO30B 110 IIPUHALIEK -
HOCTH K OT/IeJTy KPOBETBOPEHST: MUEJIOM093Y — OIyXOJTH TeMOTIO-
9TUYECKO TKaHU, NI MUEJIOUIHbIE HOBOOOPa3oBaHust, U JTMM}O-
033y — OIyX0JH JuM(OnIHON TKaH (JITMQPOMBI );

2) ycTaHOBJIEHUE YPOBHS BI3PEBAHUS KIETOK HA OCHOBE COB-
PEMEHHBIX TIPeICTAaBIeHIH 0 AU (hePEHITUPOBKE KIETOK B PaMKax
psina nudpdepeHInpoOBKY;

3) IPUOPUTETHOCTD BBISIBJIEHUS TeHETUUECKUX HAPYIIEeHU],
JIESKAIMX B OCHOBE TTaToreHe3a 3a00/1eBaHMsI.

Coznmannag k 1999 r. BO3-kmaccudukanus omyxoJsieii remo-
MO9TUYECKON 1 INMQPOUITHOM TKAHU — DTO HO30JI0TMYeCKast KJiac-
crduKaIys, OTpaskarolas CorjiacoBaHHOe MHEHIe OOJIbIIMHCTBA
9KCIEPTOB (KJIMHUIUCTOB, MOP(OJIOrOB, UIMMYHOJIOTOB, TEHETUKOB,
MOJIEKYJISIPHBIX OMOJIOTOB) 110 KPUTEPHAM 3a00JI€BaHIs, KOTOPBIE
cHOpPMYJIMPOBAHBI C YUETOM BCEii IOCTYITHOI MH(MOPMAIIUK O €r0
KITUHIYECKIX, MOP(MOJIOTUIECKUX, MMMYHOJOTHYECKUX U TEHETH-
YECKUX MPOSBICHUSIX.

C 1999 o 2004 rr. Bermmn Tpu pemaknmu BO3-kmaccudnka-
UM OITyXOJIel TeMOTI0aTUuYecKon 1 inMbounHoi Tkaru. B 2008 .
onybJIMKOBaHa YyeTBepTas peJakiius ¢ Hanbosee CyIecTBeHHbI-
MU U3MEHEHUSIMHU, KOTOPbIE CTai BO3MOKHbBI OJIarojiapsi HOBbIM
(byHIaMeHTaTbHBIM CCIEI0BAHISIM MOJIEKY ISTPHO-TEHETITUECKOTO
MaToTeHe3a OIyXoJeil.
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BO3-knaccudpukanus (2008) sxiovaer:

* KJIacCU(DUKAIIIO MUEJTOUIHBIX HOBOOOPA30BAHNUIA;

¢ kiaccudukanuio JuMQOOUIHBIX HOBOOOPAa30BaHUI;

* BBIZIEJIEHNE COCTOSTHUH, OTHOCATIIUXCS K KaTETOPUU <IIPE]l-
pacrioiaraoluxy, <IPeJ0IyX0JeBbIX> UM «PAHHEOITYXO0JIEeBbIX»>
noBpeskaenni, Taknx kak MGUS (MoHOKIOHAMbHAS TaMMaIaThs
HeycTaHoBJIeHHOTO 3HaueHus1 ), MBCL (MoHOKIOHATBHBIHN B-KJte-
tTouHbIit inMdorTod), ICUS (manonatndeckas UTOTEHNS HEYC-
TAHOBJIEHHOTO 3HAYEHUST ).

BO3-knaccuduranus (2008) MueonHbIX HOBOOOPa3oBaHUI
BbIJIEJISIET:

1. MuesnonposidepaTuBHbIE HOBOOOPA3OBAHUSI.

2. Muesnouznbie 1 1uMQPOUIHbIE HOBOOOPA3OBAHKS C D03MHO-
unueir u anomamusamu reioB PDGFRA, PDGFRB n FGFRT.

3. MuenopuciiacTuyeckue /MuesonpoJindepaTuBHble HOBO-
obpa3oBaHusl.

4. MuenoaucriyiacTuaeckue CUHPOMBI.

5. OcTpbie MUETON/THbBIE JIEHKO3bI 1 HOBOOOPA30BAHIS 13 KJle-
TOK-TIPE/IIIIECTBEHHUKOB.

6. OcTpole JTeiiko3b! HeonpeeaeHHoH g depeHnpoBKy (He-
nuddeperIupyeMbie UIU CO CMENTIaHHBIM (DEHOTUTIOM ).

BO3-kmaccndukarms (2008) uMdonaHbIX HOBOOOPA30BaAHUI
BbIJIEJISIET:

1. JlumcouiHbie HOBOOOGPA30BAHUS U3 KIE€TOK-TTPE/IIECTBEH-
HUKOB.

2. 3perbie B-kietounble HOBOOGPA30BaHUSI.

3. 3penbie T (NK)-kneTounbie HOBOOOpa3oBaHUs.

4. Jlumboma XomrKkHa.

5. AcconunpoBanibie ¢ UMMYHOIebUTIUTOM JTUMMOoTpoHhe-
paTuBHbIE HOJIE3HI.

6. TucTHOIUTO3bI U HOBOOOPA30BaHUST M3 JIEHAPUTHBIX KJIe-
TOK.

[TapasuienbHo ¢ TOMCKaMK TEHETUYECKIX MAPKEPOB JIEJIATUCh
MIOTIBITKY BBIABJIEHUS TTPOTHOCTUYECKONW 3HAUMMOCTH (DEHOTHUTIH-
YeCKHUX MPOsIBJIEHN T 3200 1€ BaH s, 0COOEHHO TIPH 3PEJTOKJIETOYHBIX
OTTYXOJISAX. ITO COMTPOBOK/IATOCH CO3/IAHNEM KJIACCU(DUKATTMOHHBIX
CHCTEM, OTIPE/IEJISTIOIINX CTAJMI0 Pa3BUTHsT OOJIE3HU, KOTOPast siB-
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JISIETCS TIPEJMKTOM ITPOJIOJIKUTETBHOCTH JKU3HU (KaccuuKaIus
IHH Apbop Ui onpepeeHus cTaauu JuMboM, KiaccuGuKamum
Rai, Binet — gy xpoHudeckoro jumdoJieiikosa, Salmon & Dure,
HOBas MeKIyHapOAHAT KaacCcUDUKAIUI — [IJIT MHOKEeCTBEHHOH
MUEJIOMbI ). Bbljla ycTaHOBJIEHA U TTO/ITBEPSK/IEHA CBSI3b MEXK/LY CTa-
nueit 3a6oieBans (T.e. 00bEMOM OITYXOJIEBBIX KJIETOK B OPraHu3Me)
U ITPOJIOJIKUTENBHOCTBIO JKU3HU GOJIBHOTO.

Kpome kinaccuduimpoBaHus 110 cTaausam 3aboJieBaHus pa3pa-
GOTaHbI IPOTHOCTUYECKKE CUCTEMBI OIPe/IeJIeH s TPYIII prCKa OJia-
TONPHUATHOTO, TPOMEKYTOYHOTO I HeOIAroNPUATHOTO TIPOrHO32
(kmaccuuKarym o rpyInaM pucka HebGJIaroprsiTHOTO TIPOTHO3A ).
K ¥x 4nciry OTHOCAT Takue IPOrHOCTHYECKIe MHIEKChI, Kak Sokal
JJIsI XPOHUYECKOTO MUEJIOJIEITKO3a, MEK /Ly HAPOIHBIH TPOrHOCTUYEC-
KUl WHAEKC TTPU TUMMOMaX, MUETOIUCTIIIACTIIECKOM CUHIPOME.



MNaea 12

MHE/IOINIPO/INPEPATHBHDIE
HOBOOBPA30BAHHA

B 1951 r. Busbam lameniek mpeanoxKini 00beAMHUTD TOJIH-
IUTEMUTO, XPOHUUECKHUI MEraKapuOIUTapPHBIN JIEUKO3 U WO~
THYECKUIT MIETO(hUOPO3 BMECTE ¢ XPOHUYECKUM MUEJIOTIEHKO30M
B TPYIIITY XPOHUYECKIX MUEIONPOsn(epaTuBHBIX 3a060/I€BAaHUT 110
CXOJICTBY KJIMHIYECKUX 1 MOP(HOJOTHUECKUX CBOUCTB, a TAK)Ke HA
OCHOBAHMH IIPEAIION0KEHI 06 00IIEl MaTOreHETUYECKOM IPUPO-
e atux 3abosesannii. B 2008 r. B BO3-kmaccubukanum TepMiuH
«XPOHUYECKHE MUEJIOTPOInepaTHBHbIe 3a00I€BaHUS» 3aMEHEH Ha
TEPMUH «MHUEJIOTPOIH(hepaTuBHbIE HOBOOOPAa30BaHUSI» . ITO 00y C-
JioBsieHo OTKpBITHEM B 2005 T. MOJIeKy IIpHOTO MapKepa rera JAK2
KHUHA3bI, 00IIETO /TSI TEPBUYHOTO (MANOMATHYECKOTO ) MUeT0(hHO-
PO3a, HICTUHHOI MOJTMIIUTEMUH 1 9CCEHITUATBHON TPOMOOIIMTEMIH.
Tem caMbiM Oblila YCTaHOBJIEHA B3aUMOCBSI3b BCEX XPOHUYECKUX
MUEJONPOoaU(ePaTUBHBIX JIEHKO30B C My TAIIMOHHBIMU PEapaHKu-
POBKaM¥ TUPO3UHKITHA3HBIX TEHOB.

Muenonpoaudeparushbie HoBooOpasosanus (BO3, 2008)
BKJTIOUAIOT 8 3a60seBanuil (* — M3MEHEHB! MM BBEJIECHBI HOBBIE
JIOTIOJTHUTEIbHBIE InarHocTuaeckue kputepuu BO3, 2008):

1. Xporuueckuii muenoseiiko3 BCRABLT-mo3uTHUBHBIH
(XMJD).

2. Xpoumuecknit HeHTpouababIi Jeitko3 (X HJI).

3. Uctnanag nomunnremus™ (UIT).

4. TepBuunbtii MuenohubpPo3 (paHee WINOMATHYECKUN MITe-
no¢pubpos)* (IIMD).

3. Accentmanbias tpomborremus® (IT).

6. XpoHuuecknit 203MHOGUIBHBIN JeiK03™ (XIJI).

7. MacrormTos*.
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8. MuesonposndepaTuBHOE HOBOOOpa3oBaHIe HeKIaccudu-
UpyemMoe.

MyTalmonHble peapaHKUPOBKH TUPO3UHKIMHA3HBIX TEHOB TTPH
MUETONPOH(hEPATUBHBIX 3a00JIEBAHIUSIX BKIIOUYAIOT:

XMJI — ABL1 (Abelson murine leukemia viral oncogene
homolog 1);

HIT — JAK2V617F (Janus kinase 2 ren — MoJIeKyJISIDHbIIT Jie-
ekt 9 xpomMocombI B oKy ce 9924 ¢ 3aMeH0i aMITHOKUCIOTHI BAJTIH
Ha peHMIATaHWH B iosioskenun 617), JAK exon12;

IIM® — JAK2V617F, MPN W151L/K;

AT — JAK2V617F, MPN W151L/K;

macmouyumo3 — KIT DS16V.

Kakuwm o6pasom ojiia MyTanust rera_JAK2 MOKeT MpOsIBIISITHCST
TpeMst (heHOTUTIaM ¥ 3a60JIeBAaHUH B BUIE€ UCTUHHOW TIOJTUITUTEMHH,
HepBUYHOTO MEeI0hrOPOo3a, dcceHI[nanbHOo TpoMboruTemun? Ha
CETOHSTIHUN JIEHb CYIIECTBYET Ba 00bSICHEHUS ATOTO (heHoMe-
Ha. [lepBoe 0CHOBaHO Ha PA3IUYNK B aJLJIELHON HATPY:KEHHOCTU
MyTanuy (TOMO3UTOTHBIN M IeTePO3UTOTHBIN CTATyC MYTAI[UN).
CymiectByet MHenue, uto VII, 9T u [IM® — arto oaHa 60se3Hb,
a (peHOTHTIMYECKHE TTPOSIBJIECHNS 3aBUCAT OT /1036l TeHa. [omo3u-
TOTHYIO MyTaluio onpezessior B 30% ciydyaeB Ipu UCTHHHOM T10-
sanutemud, B 17% — npu iepBuaHoM Mueohubdpose, i TOJIBKO B
5% — TIpU ACCEeHIMaNbHON TpoMbouTeMun. Bropoe o6bsicHeHne
cBsi3aHO ¢ TeM, uTo JAK2 myTaiiust MosKeT ObITh BTOPHUYHBIM CO-
OBITHEM 110 OTHOIIEHUIO K PaHee COCTOSIBIIEMYCSI TEHETUIECKOMY
nedexTy, KOTOPBIH TpeipactioyiaraeT K 9TOH My Ty 1 OTIPe/iesseT
(hEHOTHTT KIMHUIECKUX TIPOSIBIIEHIIT 3a060/I€BaHNSI.

MuesonposnepatuBHbIE HOBOOOPA30BAHUST — KITACCIHUYECKITE
XPOHUYECKHE JIEHKO3bI, BO3HUKATOIINE BCJIEICTBIE TPUOOPETEHHBIX,
CTIOPAJITYECKUX HAPYTIIEHIH TeMOTI033a B Pe3yJIbTaTe COMaTHIeCcKOi
myTtanun Ha ypoBae 'CK. Myranus na yposue CK npuBoaut k
HEOTPaHWYeHHON TPOhepaIny 3Toi KIeTKH, TOTOMKH KOTOPOT
mudbepeHIpPYIOTCs 10 BCeM PocTKaM KpoBeTBopeHust. Cyiect-
BYIOT HACJIEZICTBEHHbIE (HOPMbI MUEIOTPOIH(EPATHBHBIX HOBOOO-
pasoBaHMil — ceMelHbIe OPUTPEMUST U TPOMOOITUTEMISI.

Kpome MoekyIsgpHO-TeHETHIECKUX TAHHBIX, BAXKHEHTITYTO
POJIb B IMATHOCTHKE MUEJIOMPOIN(DEPATUBHBIX HOBOOOPA30BaHMIT
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UTpaeT r’uCTOJI0rNYeckoe UCCIe0BaHNe KOCTHOTO MO3Ia € OIeHKOI
JIMTHEHHBIX TPOSIBIECHIIT TTPosdepaltni, CocOOHOCTH KIETOK K
BBI3PEBaHMIO, Tonorpaduu 1 MOPHOJOTUN MeTraKapHuoIUTOB, CO-
CTOSTHVISI PETHKYJIMHOBOTO,/KOJLITATeHOBOTO (h11Opo3a B cOYeTaHNN
€ KJIMHUKO-Tab0PATOPHBIMHY TAHHBIMH.

OTKpbITHE MOJIEKYJISIPHO-TE€HETHYECKOrO [IaTOreHe3a MUeJIo-
nposdepaTUBHBIX HOBOOOPA30BAHUI TIPUBEJIO K CO3AHUIO MPe-
TapaTOB MOJIEKYJISIPHO-ONOIOTNYECKOTO AEHCTBUS — HHTHOMTOPOB
Tpo3rHKNHA3. [lepBbiM 13 HIX ObLT UMATHHNUG Me3WIaT — WHTHOH-
Ttop BCR-ABL1 THpO3WHKWHASHI I/ JIeYeHUS XPOHUIECKOTO MIe-
Jlosiefiko3a. B Hacrosiee BpeMs BeyTCs KINHUYeCKUe UCIILITAHUS
uHrHOUTOPOB JAK2-Trposutkutassl 1 tedetns [IMO, UTT, 9T,
Jlo co3narvist ”HrMOUTOPOB THPO3MHKUHAS JIeY€HIE BCEX MUETIOIPO-
saepaTUBHBIX 3200/I€BaHIIT BKITIOYAIO B KAYECTBE MOTEHITHATHHO
M3JIe4YNBaIONIell TeXHOJIOTNH aJlIOTeHHYIO TPAHCIIJIAHTAIUIO KOCT-
HOTO MO3Ta, a B Ka4ecTBe TPAAUITNOHHON XUMHUOTEPATTH — TIPHU-
MeHeHHue THAPOKCHKapOaMuia, UMMYHOTepAITUN — HHTephepoHa-
ambda.

12.1. XpoHUYECKUA MUESONENKO3
BCRABL1-n03nTUBHbIN

Xporudeckuit Muenosnetixos (XMJI) — kaonampHOE MUEO-
nposindepaTuBHOE HOBOOOpa3oBaHue, BO3HUKAOIIEE B Pe3yJIbra-
Te criennuyecKoil XpOMOCOMHON anomanun Ha yposHe ['CK —
t(9;22)(q34;q11) ¢ obpasosanuem xumepHoro reia BCRABL1,
Kozupyioliero crenuduieckuii 6eJ10k — tuposuHkntasy p210.
Jannas Tparciaokaius — t(9;22) — Oblia ePBbIM FeHETUIECKUM
MapKepoM, 0OHAPYKEHHBIM ITPU reMOOJIACTO3ax, U MOJTy I cCOOCT-
BeHHOe HazBanue — dunagenbpuiickoii (Ph) xpomocomsr (0T Ha-
3Banus ropoja Muiazgennhust).

3aboseBaemoctb X MJI cocrasiisier 1-2 Ha 100 ThIc. HaceeHusI.
[To gaHHBIM MHOTOJIETHUX SIUAEMUOJOIMUECKUX UCCTIEIOBAHUN B
Hukeroposckoii obmactu, 3a6onesaemocts XMJI pasaa 0,7—1 Ha
100 ThICc. HaceTeHN B TO/I, MeINaHa BO3pacTa MaIMeHTOB HA MOMEHT
YCTaHOBJIEHUS TMarHo3a nmpudmxkaercs K 60 rogam.

228



masa 12. MuenonponuepatBHble HOBOOOPA30BaAHMSA

Iruosorust 3ab60JIeBaHNs He U3BECTHA. JTUOJIOTUYECKUMU
(haxkTOpaMy MPU3HAIOT PaINAINOHHOE U3JTyYeHNE U TEHETHYECKYIO
MPeIPaCIIONOKEHHOCTD.

Ha mMoMeHT ycTaHOBJIEHUS AnariHo3a ynciao Ph-mosutuBHbx
KJIETOK TIPU IUTOTEHETHYECKOM MCCJIE/JOBAHUN KOCTHOTO MO3Ta
cocrasiisieT 95% u bosee. JleiikeMmmueckas cTBoJIOBast KireTka ¢ Ph-
XPOMOCOMOI1 COXpaHsieT crocoOHOCTh AUMHEPEHITMPOBATHCS 110
BCEM HATPABJIECHUAM TeMOII093a, T.e. BCe KPOBETBOPEHUE U, CJie-
JIOBATEJIbHO, BCE 3PeJible KJIETKU TepudepruuecKoil KpOBU CTaHO-
BATCS ee moToMKaMmu. [Ipu aTOM rumepriasus mpenmMyIiecTBeHHO
3aTpParuBaeT KJIETKU TPAHYJIONUTAPHOTO Psijia B KOCTHOM MO3Te.
ITO BeJeT K JIEHKOIINTO3Y B ITepudepruIecKoil KPOBH 32 CUET BCEX
(hOpM KJIETOK — OT MUETIOOIACTOB /10 CETMEHTHPOBAHHBIX HEMTPO-
busioB, 6azouIoB 1 203MHOMGUIOB. 3aTeM HACTYTIAeT MUEJIOM/HAST
nHOUIBTpaIms (MeTaras3us) ceJe3¢HKN U TIeYeHU.

Kaunnuyeckue npossiaenusi. B teuennu XMJI BoigengioT
xXpoHuveckyto dasy, pasy akcesneparuu u (asy TpaHchopmaun
BO BTOPUYHBIN OCTPBIN JIEIiK03, Ha3bIBAEMYTO OJIACTHBIM KPHU30M.
Ha mMoMeHT ycTaHOBJIEHUST TUarHo3a B 85% ciydaeB UMeeT Mec-
To XpoHndeckas dasa, B 10% — dasa akcenepannn, B 5% — asa
6JIACTHOTO KpH3a.

KnuHunueckue mposiBiieHns 3a001€BaHUsT BKITIOYAIOT:

* TUTEPIUIACTUYECKUI CUHIPOM: B aHATN3€ TepudepudecKoii
KpoBu JielikoruTos Beitie 11,0x10°/713a cueT rpanyIoIMTOB — BCEX
HepexoHbIX (POPM KJIETOK HEUTPODUIBHOTO Psijia, ¢ 6a30(hUIbHO-
p03uHO(GUIBbHON acconuaruein (b6azodunos Goubiie 1%, 203UHO-
(busoB Gotbiire 4%); TPOMOOIUTO3; YBETUIEHUE CETE3EHKU 1/ TJTH
TIeUEH; ¢ HATMIIEM CUMIITOMOB HHTOKCHKaImu (cyGhebpuiurer,
HOXY/IaHW€, HOUHbIE TIOTHI) MU O€3 HIUX;

* CHMITTOMBI HEZIOCTAaTOYHOCTH KOCTHOMO3TOBOTO KPOBETBOPE-
HUsT (aHEMUST, TPOMOOIIMTOTIEH ST ) TIPU BBIPAKEHHON TUTTEPILIA3 U
TPaHyJIOIUTOII0932 B KOCTHOM MO3TE;

* TUTIEPYPUKEMUSI.

[TpubmusuTensHO y 40% 6obHBIX 3260 I€BaHE BBISBIISIIOT CJTy-
JaifHO TIPU UCCJIeI0BAaHUN aHaIi3a KpoBu. Hapsizy ¢ TuM ObIBatOT
cy4yau, KOT/la Ha MOMEHT YCTaHOBJIEHUS ANAarHO3a NMeeT MeCTO
OY€eHb BbICOKHIT JierikorTo3 (6oJbiie 200,0x10° /1), cenesenka mo-
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CTUTAET OTPOMHBIX Pa3MepOB (CITyCKAeTCs B MAJIbIH Ta3 ), BBIPAKEHbI
MTPOSABIIEHNS MOYEKHNCJIIOTO /IMaTe3a ¢ ypaTHO HedpoTaTreit, a Tak-
JKe OTPEIEISIIOTCST aHeMUsT M TPOMOOIINTOTIeH ST, TaKkie CUMIITOMBI
CBU/IETEJILCTBYIOT O BBIPAKEHHON CTaanu GOJIE3HH, T.e. TI03THEM
YCTaHOBJIEHUH [IUArHO32a. B 1iepuojt 10 aHTUTUPO3MHKUHA3HOM Te-
pariy TaKue MPOSIBIECHsT DOJIE3HI CIIY KU ITPEIUKTOPOM KOPOT-
KO BBIKMBAEMOCTH, T.€. 0003HAYAJIM IPUHAJIEKHOCTH GOJIHLHOTO K
KaTeropyu BHICOKOTO PHCKa HEOIATOMPUSATHOTO TPOTHO3A.

Kpurepun quarnosa:

1. JIe#KOoTMTO3 32 CYET KJIETOK TPAHyJIOIUTAPHOTO PSIA, C T0-
BBINIIEHNEM KOJIMYECTBA 903MHOGDUIIOB U 6a30(PUIIOB, CHUKEHIE
cozlep:kaHus MeJ0YHoN hochaTasbl B IeHKOUTaX Tiepudepryec-
KOU KPOBH.

2. TunepypuKeMus 110 JaHHBIM OMOXMMHUYECKOTO MCCIe[0Ba-
HUSI CBIBOPOTKU KPOBH.

3. Yposenn t(9;22) 95% 1 Goibliie 110 pe3yisTaTaM CTaHIapTHOI
[UTOTEHETUKU B MeTa(hasHbIX TJIACTUHKAX.

4. Tpanckpunt BCRABLT B cbIBOPOTKE KPOBH TIO JJAHHBIM
kosmuectBernoit IIIP (B peanbrom Bpemern — 10 100%) wiun
KayeCTBEHHOM.

Kpumepuu xponuuecxoii ¢pasol: Het H OIHOTO U3 KPUTEPUEB
(haspr akcesmeparmm.

Kpumepuu ¢pasvt axcenepayuu (BO3, 2008) — nepexoya u3
XPOHUYECKOH (hasbl B GJIACTHBIN KPHU3:

1. BracToB B nepudeprieckoil KpOBU UM B KOCTHOM MO3TE 110
JMaHHbIM MuesorpaMmbl 10—19%.

2. Bazoduios 20% u Gouree.

3. TpomGonmronenus <100x10°/11, He cBsA3aHHAs ¢ Teparyeil.

4. TpomboruTos >1000x10° /11, He oTBeYAIOIUIA HA TEPAIIMIO.

5. YBesndueHue cesie3eHKH, JIEMKOIMTO3, HEe OTBEYAIOIINe Ha
Teparuio.

6. [lnroreneTnyeckre MpU3HAKU KJIOHATHHOMN 9BOTIONNN — TIO-
SIBJIEHUE JIOTIOJTHUTEJIbHBIX TEHETUYECKUX AaHOMAJINI, OTCYTCTBYTO-
MIMX Ha MOMEHT YCTaHOBJIEHNS UATHO3A.

Kpumepuu 61acmnozo xpusa (BO3, 2008):

1. biacToB B mepudepuueckoii KpOBM MM B KOCTHOM MO3Te
20% u Goee.
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2. IKCTpaMenyJUIIpHAS MUEJIOUIHASI TeMaTOCapKoOMa.

B 50% coryuaes 6ractHbIil kpu3 y 6osrbHbIX XMJI pasBuBaercst
cpasy 1ocJie XpOHU4ecKoii (hasbl 3abosieBanmst, MUHYs (ha3y aKceie-
parun. [Tpubsusuresnso B 70% ciydaeB UMeeT MECTO MUETOU/THBII
Tun guddepeHIupoBKy 61acTHBIX KIeToK, B 30% — numdobiac-
THDBIU.

[Tomumo onpesesnerust ¢hasbl 3a60eBaHNsT B MOMEHT yCTa-
HOBJICHUSI IarHO3a PUHITO KOHCTAaTUPOBATh KAME2ZOPUlo pucka
HeOazonpusammnoz0 npozno3a. 1101 HeOIATOTPUSTHBIM TPOTHO30M
MO/IPa3yMeBAIOT OKMAEMYI0 KOPOTKYIO TPOOJIKUTETbHOCTD K3~
HU 60s1bHOTO. CyIIECTBYIOT /IBA MOAXO0/A K OMPEIETEHIIO TPYIIIIbI
PHCKa: ¢ YYETOM KOJIMYeCTBA HEGJIATOMPUSATHBIX MTPU3HAKOB (110
H./T. Xoporiko) wiu pacyet 1o hopmyiam, mpeaioxkeHHbiM Sokal
et al. (1984) u Hasford et al. (1998) (ta6.1. 12.1).

Tabauma 12.1

Croco0blI onpeieIeHus] PUCKA HEOJArONPUSTHOTO

nporxHosa npu XMJI
Crocob Pacuer Puck nebua-
TOIPUSITHOTO
IPOTHO32
ITo Jletikoruros >200 Teic./Mka; Hb <90 v/, | 0—1 npusnaka —
H.[. Xo- | runeprpomboruros >500 Tbic. /MK, HU3KUI;
pomko | TpombGouuTonenus <100 Thic./MKJI; ciie- | 2—3 npusHa-
(1996) | HoMmerasmst 6osee +10 cM; TemTaTOMETaNNsT | Ka — TPOMEKY -
6osee +5 cm; Omacremus >3%; 61acTbl + | TOUHBIIA;
npomMuesonuTsl >20%; 6azoduausa >10% |Gosuee 3 npusHa-
KOB — BBICOKMI
ITo 0,0116x(Bo3pact B ronax — 43,4) + <0,8 — HUBKUIL;
Sokal 0,0345x(cenesenka — 7,51) + 0,188 0,8-1,2 — mpowme-
etal. [(amrcsio TpombonTos : 700)? — 0,563 ] + | KyTOUHBII;
(1984) | 0,0887x(6nactHble KaeTku — 2,10) >1,2 — BbIcOKMii
ITo 0,666, ecain Bozpact =50 ser + 0,042 x <780 — HU3KUIL;
Hasford | cenesenxa + 1,0956, eciiu uncao tpombo- | 781—-1480 — mpo-
et al. uToB >1500x10° /71 + 0,0584 x 61acThl + | MEKYTOUHBII;
(1998) |0,20399, ecin umciio 6azopunos >3% + | >1480 — Bbvico-
0,0413 x so3unodust x 100 KU
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Jleuenne X MJI BKJitoYaeT pa3inyHble BUIbI TPOTUBOOITYXO0JIe-
Boii Tepanuu (Tabu. 12.2) 1 CONMPOBOANUTETHHOE JICUCHIE.

IIpomusoonyxonesas mepanusi:

1. IlpotuBoomnyxoneBas xumuotepanusg (XT): Tuaporcukap-
Gamu1, MaJIble I03bI IUTO3apa, IIUTO3ap-CoAePIKaIlne TPOTPAMMBI
IIXT.

2. UmmyHoTepanust: untepdepoH-anbda.

3. MouiekyIspHO-GHOTIOTIHYECKAst TePAITHS MHTUOUTOPAMU TH-
posutkunasel (MTK) nepsoii mnann — uMaTiHUO (IJIMBEK ), BTOPOI
JIMHUKM — HUJIOTHHMO (TacurHa), gasaTiuaub (crpaiicern).

4. AnjloreHHas TpaHCIJIAHTAIMS KOCTHOTO MO3Ta W/WJau
I'CK.

Conposodumenvioe euenue BKIIOIAET:

* TIpU THTIepypUKeMun — ajonypunos o 0,3 r/cyT, runpa-
TAIMOHHAS TePaNus — MPUEM KUIKOCTHU JI0 2 JI/CyT;

* KOPPEKITNIO MPOSABICHUH TeMaTOJIOTHIECKON 1 HETeMaTOoJI0-
TMYECKON TOKCUYHOCTHU TIPOTUBOOITYX0JIEBOI Teparuy;

* KOPPEKIUIO HapyIIeHwit (GYyHKINN KPOBETBOPEHUS, 06y C-
JIOBJIEHHBIX OIYXOJIEBbIM IOPa)KeHUEM KOCTHOTO MO3ra, B ¢dase
aKceseparyy 1 0J1aCTHOTO KPU3a.

C yuetom 10-nernero orbita ncrnonbzoBanust U'TK nepsoro no-
KOJICHVSI TJIMBEKA, CIEI()UIecKoro 6JI0KaTopa THPO3UHKIHAZHOM
AKTHBHOCTU OHKOOEJIKOB, KoAupyeMbix reHom BCR-ABL1, npusen-
IEero K 3HaYNTebHOMY Tiporpeccy B jedernu XMJIL, B 2009 r. 6but
omy6IMKOBaH 0030 110 COBPEMEHHOMY COCTOSTHIIO TpoOieMbl X MJT
u pekomeraiiu European Leukemia Net (ELN) 1o steuerimio 60.1b-
HBIX. PEKOMEHIAINN 110 JIeYeHUI0 OOJIbHBIX BKJIIOYAIOT KPUTEPUH
BO3MO’KHBIX PE3YJITATOB TEPAuy (TEMaTOJIOTHYECKOTO, IINTOTCHE-
THYECKOTO ¥ MOJIEKYJISIPHOTO OTBETOB ), KPUTEPHH OTIEHKHU OOIIIETO OT-
BeTa Ha JiedeHre MMaTHHUOOM B IIepBoil inHuy Tepanuu (tabsr. 12.3)
1 pekoMenganuu 1o Jedennio XMJI B miesom (puc. 12.1).

Kpumepuu omeema XMJI na mepanuro UTK:

TemaTosornyeckuii OTBET:

noanviil (IIF0) — neiikorutsr <10x10°/71; 6azodunnr <5%;
B JICHKOIUTAPHOI (DOPMYJie HET MUEIOIUTOB, TIPOMUEJIOIUTOB,
Muen001acToB; yrcyo TpoMbornToB <450x10°/71; cenesénka He
MaJTbITUPYETCSL.
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Ta6bnnuma 12.3

OneHka 001Iero oTBeTa Ha UMATHHUO B IIEPBOIi JIMHUY JIEYE€HUsT PAaHHEH
xponnueckoii ¢assr (ELN, 2009)

Ornenu- OtBer
BAEMBIL | Oprpvans- | CyGontumans-|  Heymaua | Ipemocte-
Hepuof, HBI HBIT JIETEHST peraromiie
Mec [IPU3HAKU
3 [ro/MILO |I1O uer Memnee uem HII
(Ph+ <65%) | (Ph >95%) IIro
6 YILO (Ph+ | Menee uem Her ITO (Ph+ | HIT
<35%) YI1O (Ph+ >95%)
>35%)
12 IT110 YI1O (Ph+ Menee yem Memnee yuem
1-35%) YILO (Ph+ BMO
>35%)
18 bMO Menee uem Menee uem HII
BMO 1110
B mob6oit | Crabuabhbiii | [Totreps BMO, |Iloreps IITO; | IToBbiie-
eprUoz WJIN HapacTa- | My Tl norepst [111O; |Hue ypos-
negenusa | tommit bBMO MyTaluuy, H$ TpaHC-
KXA/Ph+ KPUIITA,;
KXA/Ph—

[Tpumeuanus: KXA/Ph+ kioHaabHbIE XDPOMOCOMHBIE AHOMAJIUU B
Ph+xrerkax; KXA/Ph— kmoHanbHble XpOMOCOMHBIE aHOMAIN B Ph—

kaetkax; HII — ve mpumenumo.

IluToreneTnYeCKU OTBET:

noanvui (II1[O0) — 0% Ph+ metadas;
uacmuunoid (41[0) — 1-35% Ph+ meradas;
manvii (MI[O) — 36—65% Ph+ metadas;
munumanouoid (munllO) — 66-95% Ph+ meradas;
omcymcmeue I[O — 6ogee 95% Ph+ metadas.
MonekyaapHbBIl OTBET:
6orvwotl morexyaspuvii omeem (bMO) — ornomenne BCR-
ABL x ABL (nmm ipyrum KOHCTUTYTUBHBIM renam) 0,1% u menee
0 MEK/LYHAPO/THOM TITKaJIe;
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XpoHuyeckan dasa

MepBasn

Bce 6onbHble — umatuHmb 400 mr

nMNnHNA

Cy6onTumarnbHblii oTBET
Ha UMaTUHNG

HenepeHocumocTb
nMmatuHnba

Heynaua B neveHum
MMaTUHNGOM

BTtopas MpopomkeHne nevyeHus [azatnHn6 [asatnHnG nunm HUNoTU-
AMHNA MMaTUHUGOM B NpexHemn UM HANOTK- HWG, y BONbHBIX C Npo-
[03e, NonbITKa NoBbICUTb HUG rpeccuen o ®A n BK,
003y, nepexo Ha Jasatu- a Takke y nauneHToB C
HUG UMW HAMOTUHNG MyTaumen T3151 —
annoTlrCK
[
Cy6onTumanbHblii oTBET Heynava B neyeHun
Ha JasaTuHWG unn Aa3aTHUOOM nUnu HUno-
HWUNOTWMHNG TUHNGOM
TpeTbqa MpopomknTb Kypc AasatnHMba nnm HUNoTUHMGa. AnnoTICK
NUHUS Y 6onbHbIX C NpegocTeperatowmMmn pakTopamm

(HanpumMep, NepBMYHas PE3NCTEHTHOCTb K UMaT-
HWBY, MyTaLumu) 1 y NauMeHToB ¢ puckoM 2 6anna
1 MeHee no wwkane EBMT Bo3aMOxHO npoBegeHune

annoTlICK

®asza akcenepauuu Mnum 6nacTtHOro Kpusa

lNepsasi nuHus1. BonbHble, He
nonyyastune NTK

JleyeHne umatuHnGom B fose 600
nnmn 800 mr/cyT, B crny4ae HU3KoW
YyBCTBUTENBLHOCTU K UMaTUHNOY —
[as3aTMHUGOM UnK HUNOTUHNGOM

Bmopas nuHus.
BonbHble nocne nevyeHns UMaTHUGOM

AnnoTICK

v

LazaTnHnb nnu
HUNOTUHNG

Puc. 12.1. Pexomenpanum mo sevenuio XMJI (ELN, 2009)
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noanwiti monexyaspuoiti omseem (IIMO) — MPHK BCR-ABL He
onpezessieTcsa MetojloM KosmuectBenHoit IITIP B peanbHoM Bpe-
MeHU u/unu MetonoM IIIIP ¢ BiokeHHBIMU TTpaiiMepaMu B IBYX
MOCJIEZIOBATELHO B3STHIX 06pasiiaX KPOBHU a/[EKBATHOTO KayeCTBa
(ayBcTBUTENBHOCTD OOJTee 10%).

12.2. NepBUYHBbIN Muenonopos

[Tepsuunbiii Muesodudpos (IIMD), nan wIKOTATHIECKUT
Muenohudbpo3, — XPOHMUECKOe KIOHATbHOE MHUENOTpondepa-
THUBHOE HOBOOOPa30BaHue, XapaKTepu3yIoleecst mpoJndeparnneit
B KOCTHOM MO3T€ TIPEUMYIIIECTBEHHO METAaKaPUOITUTOB U IPAHYJIO-
IITOB C pa3pactanueM B (hrHae H0TE3HN COeTMHUTETHHOM TKAHN
1 Pa3BUTHEM IKCTPAMEIYJIISIPHOTO KPOBETBOPEHMSI.

Yacrora Bosunknosernsa [IM O cocrasisger 0,5—-1,51a 100 Thic.
HaceJsieHus B To/I. B kauecTBe aTHO/IOTHYECKIX (DAKTOPOB JIOKYMEH-
TUPOBAHbI GEH30J1, HOHUBUPYIOIIEe U3y ICHIIE.

B niporiecce sBostonnu 60J1e3HU BBIZESIOT ITPeuOPOTHYECKY 0
(hazy, XapakTepusyIoIyioCst TUTIEPKIETOYHBIM KOCTHBIM MO3TOM C
OTCYTCTBUEM WJIM MUHUMAJIBHBIM PETHKYJIUHOBBIM (hrOPO30M, 1
bubporndeckyio hasy ¢ BHIpaKEHHBIM PETHKYTTHOBBIM HJIH KOJI-
JlareHoBbIM (hHOPO30M B KOCTHOM MO3TE U JIaKe OCTEOMHETOCKITe-
pPO30M.

Kiannanueckue nposiBieHusi. K caMbiM 4acThiM CUMIITOMaM
[IM®, BoisiBIIsIeMbIM OoJtee ueM y 50% MarmeHToB, OTHOCSTCS CJia-
6OCTb, yBeJIMUEHNE CEJIE3eHKH, TledeHr. [I[pu 5TOM B aHAIN3€e KPOBH
MOTYT OBITh AHEMUST PA3TUYHON CTETIEHN TSKECTH, He3HAYUTETbHBII
seiikoruTos (110 30,0x10° /1) ¢ Hasmmunem He3pesbix hOpM rpaHyIo-
UTOB B (hopMmyJie KpoBu, TpoMbormTos. Pexe (¢ wactoroii ot 10 10
50%) BcTpedaeTcss MAJIOCUMITTOMHOE TeUeHHe, BKITIOYAIOIIEe TTOXY/Ia-
HIT€, HOYHBIE TTOThI, KPOBOTEUEHUSI, GOJIH B CEIE3EHKE, IEHKOIEHHIO,
tTpoMboruToneHno. B peakux ciaydasx (<10%) BO3HUKAIOT rHUITO-
OHKOTUYeCKHe repudepudeckre OTeKH, TOPTATbHAS TUTIEPTEH3US U
JKEJITYXa BCJIE/ICTBYIE HAPYIIeHUsT (DYHKITUY TT€YEHH, CeIE3EHKU U3-32
MUeJIOUIHON MeTariazuu, TuMbOoaeHoaThsT, MOYEKUCITBIH IaTe3
IO TIPUYIHE TIOBBIIIEHHOTO PAcIiajia KJIE€TOK KPOBH.
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[TporpeccupoBanie 6OJIE3HI MOKET UMETh KIIMHUYECKYIO Kap-
THHY 6JIaCTHON TpaHCHOPMAIIUY C TTOSIBJIEHHEM O1aCTOB B KPOBH,
KOCTHOM MO3T€, 04aroB 0J1aCTHOM MH(MUIIBTPAIMK B OPraHax U TKa-
Hax. Yaiie nporpeccust MaHU(peCTUpyeT yriayOJeHueM IUTOTIEHIH,
HapacTaIoNNM yBEJINYEeHUEM MTeYeHH, CeJIe3€HKHU, C BO3MOKHbBIM
BTOPUYHBIM T€MOJIM30M.

Kpurepuu quarnosa (BO3, 2008). TpeboBanust K AUarHO3Y:
HAJIUIE BCEX TPEX OOJIBIINX 1 IBYX MAJIBIX KPUTEPHER.

Bonvwue kpumepuu:

1. Hammune mMerakaprorutapHoii mpoiudepanny U aTuTIng,
00BIYHO COTIPOBOKAAIOIIUXCS PETUKYITHOBBIM 1,/ MU KOJIJIAT€HO-
BBIM (prOPO30M, WJTH, TIPH OTCYTCTBUM 3HAYMTETHHOTO PETUKYJIH-
HOBOTO (hrOpP03a, MerakapuoIuTapHbie H3MEHEH ST JI0JIKHBI COTIPO-
BOKJIATHCS THTIEPKIIECTOUHBIM KOCTHBIM MO3TOM C TPAHYJIOIIUTAPHOHN
npoJindpepaliieii 1 4acTo CHUKEHHBIM 9PUTPOTIOI30M.

2. OTcyTcTBUE KpPUTEPUEB WMCTUHHOW TOJUIUTEMUN,
BCRABL1+ XMJI, MUeJOAUCIIIACTUYECKOTO CUHPOMA WU JIPY-
TUX MUEJIOTPOJIH(EPaTHBHBIX HOBOOGPA30BaHMIL.

3. Hammune JAK2V617F wnn n1pyrux KJIOHAJIBHBIX MapKepOB
(MPN W151L/K) wau, Ipu OTCYTCTBUN KJIOHATHHBIX MAapKEPOB,
OTCYTCTBHUE MOATBEPIKAEHUIA, 4TO (PUOPO3 MIIN JAPYTHE U3MEHEHMUST
BTOPUYHBI 11O OTHOMIEHUIO K WHQEKINAM, ayTONMMYHHBIM TJTH
JAPYTMM XPOHUYECKUM BOCIAJIUTENbHBIM 3a00JI€BaHUSIM, BOJIOCA-
TOKJIETOUHOMY JIEHKO3y WU APYTUM JUMGOTpoandepaTnBHBIM
HOBOOOPA30BaHUSIM, METacTa3aM paka B KOCTHBII MO3T WJIA TOK-
CUYECKON MUEJIONaThH.

Manvie kpumepuu:

1. JleiikoapuTpobiactos (Haauune He3pesbix (GopM rpaHyJIo-
IITOB ¥ SIPOCOJIEPIKAIIIX OPUTPOIUTOB, U3OBITOK PETUKYIOIUTOB)
B nieprudepryecKoii KPOBH.

2. Anemus.

3. Ilosbrmenue JIJT.

4. CimeHoMeramnus.

Jleuenne. IIpu manocumnromuom tedernu [IM@ mokazano
JIMHaMI4YecKoe HabroeHue. IIpu oTCy TCTBUY BbIPaKEHHOM IIUTO-
TIEHUH, TIPEK/IE BCETO aHEMUH, JieueHue He TpoBo/AT. [Ipu rumepy-
PUKeMHUU Ha3zHauatoT ajoiypuno B 1o3e 0,3 mr/cyt. [Ipu anemunu
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HCIIOJIBb3YIOT aHAOOIMYECKUE CTEPOU/IBI 2—4 MT' /KT B CYTKU B T€Ye-
Hue 3—6 MecAIIeB ¢ TToc/IeyTotIell oTMeHO. Ecan Het yaydrnenus,
npumeHsioT Tpancysuun IM. [Ipu reMosMTHUECKOM XapaKTepe
AHEMUU MOKET OBbITh BBITIOJIHEHA CIIJIEHIKTOMUSI.

N3neunBaromnuM METOIOM SIBJISIETCS JJIOTEHHAsT TPAHCILJIAH-
tarmg ['CK, onnako moka ere coXpaHsoTcs BBICOKIE TTOKa3aTen
JIETAJIbHOCTH, CBSI3aHHOMU C TIPOILIELyPOIt.

[Ipn mamuumy BBRIpAKEHHBIX 9KCTPAMENYJIIPHBIX 04aroB
KPOBETBOPEHHUSI, CIIJIEHO- U TellaTOMEraii, THIEPTPOMOOIIMTO3E
nmokasana XxuMuoTepanus. [[puMenaioT mpenapaTel THIPOKCUMOYe-
BUHBI (TMAPOKCUKApOaMI, THpea-JIuTaIup, ruapokcuypea 0,5—
1,0 T/cyT) ¢ 1enpio yMeHbIIeHN OPTaHOMETaINN U TIO/|IeprKa-
HUSI TOKa3aTesiell KPOBH, OJIM3KUX K HOPME.

12.3. UcTHHaga nonuuutemums

WNctnnnag momuiuremus (M11) — xpormdeckoe KIoHATBHOE
MuesonposdepaTuBHOe 3a00I€BaHIE, XapaKTepusyioleecst ad-
COJIIOTHBIM TTOBBITIIEHNEM KOJUYECTBA IPUTPOIUTOB B TTeprepr-
4eCKOil KPOBH, MOBbIIIEHIEM 001[er0 00beMa IUPKYIUPYIOTIeil
KPOBH, HEPEIKO JIEHKOIUTO30M, THTIEPTPOMOOIIUTO30M, YBEINYe-
HIIEM CeJIe3eHKH U YaCTHIMU TPOMOO3aMHU MO3TOBBIX I KODOHAPHBIX
COCY/IOB.

Yacrora Bo3HUKHOBeHUs 3aboeBanust cocrasisier 0,7—2,6
ua 100 tric. Hacenenus B roa B EBpone u CeBepnoit AMeprike, He-
CKOJIbKO yaiiie 6oJIel0T My KUiHbl. Meauana Bo3pacta Ha MOMEHT
ycTanoBJsieHud auarnosa — 60 jer.

HemocpeictBennbie TpuyrHb! 3ab0eBanst HenzpecTHbI. Cy-
IECTBYIOT COOOIIEHNUST O TEHETHYECKON MPEIPACTIONOKEHHOCTH B
HEKOTOPBIX CEMbSIX, O POJIM MOHU3UPYIOIIEH pajinalinid 1 TOKCH-
dyeckux areHToB. HanboJiee 4acToil reHeTHIecKOi aHOManeil mpu
WNII sesiercst comarndeckas myranust Janus 2 kinase gene (JAK2
V617F). B pesynbrate JTaHHON MyTaIlMi BO3HUKAET TUTIEPIIIA3NS
He TOJIBKO 9PUTPOUIHOM, HO ¥ TPAHYJIOIUTAPHON U MEeraKapuoIu-
TapHOU JMHWI [UhGEPEHTTIPOBKY ¢ PA3BUTHEM TaK HA3bIBAEMO-
ro nanmuesnosa. HecMoTpst Ha TO, 4TO 3Ta MyTaIlMsl BCTPEUALTCS
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6osiee yeM y 95% marmentos ¢ UII, ona HecrieruduyHa 1 UMeeT
MEeCTO MIPH JPYTUX MUETONPOIU(hEPaTHBHBIX HOBOOOPA3OBAHSIX.
Kuerku ¢ jak2 myTtalyeil UMEIOT IHIIEPYyBCTBUTENBHOCTD K POCTO-
BbiM (hakTopam (I'-KCD) u sunorennomy D110, OrnnanrenbHoit
0c06eHHOCTBIO reMori093a npu VI gBisgercs criocoOHOCTD KIeT-
KU-TIPEIIIECTBEHHUIIBI TeMOIT033a 0OPa30BbIBATH IPUTPOUTHBIE
KOJIOHMH B OTCYTCTBHE 3K30T€HHOTO ApUTponoaTuHa. [lomyuenue
9HJIOTEHHBIX 9PUTPOMOITHH-HE3aBUCUMBIX Kooumi (DIK) ciy-
JKUT OJIHUM U3 CHOCOOOB OTJIMYUTH UCTUHHYO MOJUIUTEMHUIO OT
BTOPUYHOTO 9PUTPOIMTO3a. Ha MOMEHT yCTaHOBJIEHUST IMArHO3a
[UTOreHETHYeCKIe aHoManuu oOHapyskuBaoT y 20% GOJIbHbIX.
K umcay Hanbosiee 4acTo BCTPEUYAIOIIUXCS OTHOCSAT TPUCOMUK 8
(+8), 9 (+9) xpomocom, generuu 20 (del20(q)), 13 (del(13q)) u 9
(del(9p)) xpomocom. B mosatux cragusx 60JIe3H1 4acTOTa XPOMO-
coMmHubIx anoMasnii gocruraet 80—100%.

VcTrHHAs MOJUIATEMIS 13 TeMOOIaCTO30B UMEET caMblii OJ1a-
TOINPUSITHBIN IPOTHO3, TTPOJOJIKUTENBHOCTD JKU3HU TIPEBBIIIAET
10 mer.

Kaunuueckas kaptuna. B teuenun WII BoigensiorT Tpu
dassr:

1) nIpenoMIMUTEMUYECKYIO — C TIOTPAHUYHBIM WJIU YMEPEHHBIM
PUTPOIUTOZ0M;

2) co6CTBEHHO TOJIMIIUTEMUYECKYI0 — Pa3BepHyTasi KapTHHA
3ab0JIeBaHUs CO 3HAUNTETBHBIM OPUTPOIIUTO30M;

3) nocrnomuTeMudeckuii Muenopudpos (mocr-NMIT-MD)
C IUTOTIEHUSIMU, BKJTIOYAsT aHeMUio, HedahPEeKTUBHBIN reMoIoa3,
(hburbPO3 KOCTHOTO MO3Ta, C IKCTPAMELYJLISIPHBIM KPOBETBOPEHUEM
U TUIIEPCIIEHU3MOM.

Kimnunueckue nposisrierst ITT 06y cioBJieHbl 130BITOYHBIM KO-
JINYECTBOM SPUTPOITUTOB B IIUPKYJSITOPHOM PYCJie U CBSIBAHHBIMHU C
9TUM apTePUAJIbHON I'MIIEPTEH3NEN U COCYAUCTHIMU TOPAKEHUSIMU
BeH U aprepuii. B ux uncio BXoaaT TpoMOO3bI IIyOOKUX BEH, MU-
OKap/uabHast UIeMUust U UH(PAPKTBI, & TAK)Ke Me3eHTePUAIbHbIE
TPOMOO03bI, TPOMOO3 CeJIE3eHOUHOIT U OPTaIbHOI BeH (crHapoM Baj-
1 Xuapn). B anamHese nuiu rocJie yCTaHOBJIGHUS TUarH03a BeCbMa
TUTINYHBI TOJIOBHBIE OOJIM, TOJIOBOKPY KEHIE, 3PUTETbHBIE HAPYITICHNSI,
[apecTe3uH, TIOKAJIbIBAHUE, OCTPBIE JKIydre OO B KOHUMKAX T1ajlb-
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1B, CHUMaeMble aCTUPUHOM (9PUTPOMETIAJITIN ), KOXKHBIN 3Y71 ITOCJIe
MBIThSI, MOKPACHEHKE KOKH U CIM3UCTBIX 10 6arpoBO-IIUHAHOTHYHBIX
OTTEHKOB (ILJIETOPUYECKUI CUHAPOM, WU I1eTopa). Mosxker Hab/I0-
JIAThCS YBeJMUEHUe cesle3eHKH, Tleuenn. B mepudepuaeckoit Kpo-
BU — apUTpOInTO3, osbiieHre OTTK 3a cuer rio6y spHOTro 00beMa,
HoBbIIIeHNe reMaTokpuTa 10 0,92, 1eKOINTO3 U TPOMOOIIUTOS.

HMuarnoctuka WII npexnosiaraer uckaoueHue 3abojeBaHmii
C CUMIITOMAaTHYECKIM dPUTPOIMTO30M, TAKUX KaK XPOHUUECKAST
o6cTpyKTHBHAsT 00JIE3HD JIETKUX (XPOHUYECKast TUIIOKCHST), OTIy-
XOJIN TIOYEK € TUTIEPCEKPEIell 9PUTPOTIOITUHA, IHTOKPUHHBIE 3a-
GoJieBaHMsI ¢ OBBINIEHHON TIPOIYKIINEH aJipeHOKOPTUKOTPOITHOTO
TOPMOHA, KOPTU30J1a.

Kpumepuu ouaznosa UII (BO3, 2008).

Bompmme xputepun:

1. Temorsiobun =185 r/n y myskunt, =165 r/11 y JKeHIIHH.

2. JAK2 V617F unm npyrre pyHKIIMOHATHHO CXOKUE MY TAIlUN
JAK2.

Mauibie kpuTepuu:

1. Buoricust KOCTHOTO MO3ra: TUIIEPKJIETOUHOE COCTOSIHUE Te-
MOTIOITHYECKOU TKaHU ¢ TAHMUEJI030M — TUTIEPILIA3Us BCEX MUe-
JIOWJIHBIX POCTKOB (9PUTPOII093a, METAKAPUOIIUTOI093a, TPAHYJIO-
IUTOI0932) C BEITECHEHUEM JKUPa.

2. Huzkuii ypoBenb angoressoro I110.

3. ObpasoBatie SHIOTEHHBIX APUTPOUIHBIX KOJOHUIT in Vitro.

JI1artos J0CTOBEPEH MPH HAJTMY U OTHOTO UJIH JBYX OOJIBIITIX
KPUTEPUEB U OJJHOTO MAJIOTO UJIK OZHOTO GOJIBIIOTO ¥ ABYX MaJIbIX
KPUTEPUEB.

Kpumepuu duaznoza nocmnonuyumemuueckozo mueiouoposa
(nocm-UIT-M®) (BO3, 2008).

Heob6xoaumblie Kpurepuu:

1. Hanuume panee JOKyMEHTHUPOBAHHOTO HA OCHOBAHUU KPH-
TepreB BO3 nnarnosa UII.

2. Dubpo3 KOCTHOrO Mo3Ta 2—3-if win 3—4-1 cremeHu.

[lomosrnnTeTbHBIE KpUTEPUN (HE MEHEE IBYX ):

1. AHeMust WIIN JUTUTETBHOE OTCYTCTBHE MTOTPEOHOCTH B KPO-
BOITYCKAHUAX WU B IUTOPEAYKTUBHON Te€PANIUN AT KOPPEKIINHI
PUTPOITUTO3A.
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2. JlefikoapuTpobaacTiudeckasi KapTuHa rneprudeprudecKoi Kpo-
B (HaJIMUUe He3PEJIbIX IPaHyIOIUTOB 1 9PUTPOOIACTOB).

3. Crienomerasust (>5 M U3-110]] Kpasi pebepHOI yTH).

4. Hajmmuume GoJibliie OZHOTO M3 TPeX KOHCTUTYIIMOHAIbHBIX
cuMITTOMOB: Tiotepst 6osiee 10% Beca 3a 6 MecsiTieB, HOUHBIE MTOTHI,
HeoObsicHrMas mxopaaka (>37,5°C).

Jleuenue. PexomeHnaium 1o jieueHn0 UCTUHHOM MTOJITUITUTE-
v (PaGowast rpymma mo usydennio VIT):

1. BoJbIIMHCTBO GOJIBHBIX ¢ BHOBb AMAarHOCTHUpoBaHHO# WTI
TOJITTEsKAT JIEYEHUTIO KPOBOITYCKAHUSMU C TIEJTBIO IOCTHKEHNS YPOB-
Hs1 reMaTOKpHTa He Gosee 0,45, ¢ MOCTEAYIONMM TTHAMUYECKUM
HaOJTIO/IEHIEM 32 CHMITTOMaMU 300 IeBaHMS.

2. [lpn wHAMBUAYATNU3AIUN TEPATIUU JOJIKEH YUYUTHIBATHCS
Bo3pacT narmenToB. Jledernne 601bHBIX MOJIOKE 50 J1€T, 6e3 TPOM-
GOTUYECKUX OCJIOKHEHWIT B aHAMHE3€ U TSIKEJIOT0 THIepTpoMOo-
rro3a (<1000x10°/:1) MoskeT OBITH OTPAHIMUYEHO TOJBKO KPOBO-
MYCKaHWSIMK B COYETAaHWUH C Teparnueit acinupuHoM (uiim 6e3 Hero)
B mo3e 100—375 MT B 1eHB.

[Tarmentam crapire 70 Jer, ¢ TPOMOOTUIECKIUME OCJIOKHE-
HUSIMU B aHaMHe3€ ¥ TSKeJbIM IMIePTPOMOOIIUTO30M MOKa3aHa
Tepanus MUEJOCYPECCUBHBIMU TIpenapataMu. bosbibie 50—70
Jiet 6e3 TPOMOOTHUECKUX OCTIOKHEHUIT M TSKEIOTO THITEPTPOMOO-
I[MTO32 TIOJIYYAIOT JIeYeHNe MUEJIOCYTPECCUBHBIMU areHTaMu N
KPOBOITYCKaHUAMU, XOTS TIPH TTOCTAEAHEM BUE J€ICHUS MOKET
YBEJUYNBATHCST PUCK TPOMOOTHYECKIX OCIOKHEHHIA.

3. MuesiocypecCHBHBIM MPEMapaToM BEIOOPA SBJISIETCS MpeTia-
par rupOKCUMOYEBUHBI (THAPOKCUKAPOAMU/L, THPEA JIUTAJNP).

4. B cirydasx TumepTpoMOOITTO3a BO3MOKHO UCIIOIb30BAHUE
nntepdepona-anbda B 103e 3 MiH. ME Tpu pasa B Hezemo.

12.4. dcceHumanbHas TpoMboLuUTEMUA

Accennmanbias TpomboruTemus (IT) — XpoHUUECKOe KIIo-
HaJIbHOE MUENONposindepaTnBHOE HOBOOOPA30BaHUE, MPOSIBIISIO-
1meecst THIepTpoMOOIUTO30M Bbitie 450x10°/11 B coueTanuu ¢ Me-
rakapuoIMTaPHOI rUTIepIIa3neii KOCTHOTO MO3Ta, TPU OTCYTCTBUT
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9PUTPOIUTO3a, HEUTPODUIBHOTO JEHKOIUTO3a U 3a00/I€BaHNUI,
TIPOSIBJISIONMXCST PEAKTUBHBIM TPOMOOTIUTO30M.

[locroBepnas yacrora OT He uzBecTHa, NMpeoIaraeMas co-
crasyser 0,6—2,5 Ha 100 000 Hacesnenus. [Tuk 3ab6osieBaHUs y MY K-
YIH MpUXouTCs Ha Bo3pact 50—60 Jet, y JKeHIIH — Ha BO3pacT
30 mer.

[Tpu T TPOMOOIUTHI UMEIOT MHOKECTBEHHbIE (DYHKITMOHAIb-
HbIe HAPYTIEHV:, KOTOPBIE He MTO3BOJISTIOT TOBOPUTH O KAKUX-TO TH-
IIMYHBIX HAPYIIEHHSIX TeMocTasa. KImHuIecKn Mory T HabJII0IaThCsT
KaK KPOBOTEUEHHsT, TAK 1 TPOMOO3bI PA3INYHbIX JIOKaIu3arunii. Prck
TPOMOOTHUYECKUX OCJIOKHEHUI Hanboiee BBICOK MPH KOJMUYECTBE
tpomborToB 60see 2000x10°/1. CambiM gacTeiM ucxomom DT
SIBJISIETCS] PA3BUTHE BTOPUYHOTO TTOCTTPOMOOIUTOIIEHUYECKOTO
muenohudbposa.

PeakTuBHBIE TPOMOOIIMTO3BI OMPEIESIOT KAaK COCTOSTHUSI C
HOBBIIIEHUEM KoJdecTBa TpoMbonuTos Oosee 450x10°/1, 00Oyc-
JIOBJIEHHBIE PSI/IOM TTATOJOTUIECKUX COCTOSTHUI:

* XpOHWYECKUE HeNH(MDEKITMOHHBIE BOCIIATTUTEbHBIE TIPOIIEC-
ChbI;

* ocTpas Wi XpOHWYeCcKast MHMEKINS;

* [IepPHO/] BOCCTAHOBJIEHUST TIOCJIE YIIOTPEOIEHNST ATKOTOJIST WJTH
TOJIO/IAaHUST;

* OCTPBIH cTpecc;

* [I0CJICOTIEPAIMOHHbBIN TepUo/;

* 3JI0KaYeCTBEHHbIE HOBOOOPA30BAHNS;

* CIIJIEHIKTOMLS;

* ebUITUT Kejre3a B OpraHu3Me.

Kputepun quarnosa T (BO3, 2008):

1. Irenbbiil TpoM6o1Tos >450,0x10°/11.

2. Tlo maHHbIM OHOTICHI KOCTHOTO MO3Ta MOBBITIEHUE KOJIITYeC-
TBa KPYITHBIX, 3PEJIBIX METAaKaPUOIMTOB (€3 3HAYMTEIbHOI TPaHy-
JIOIUTAPHOM M 3PUTPOKAPUOTIUTAPHO MTposrepaInu.

3. Orcyrcreue BO3-kputepues NI, IIM®, XMJI BCRABLT+,
M/IC wimit 1pyroro MUEJOUIHOTO HOBOOOPA30BAHNS.

4. lMopreepsknenue JAK2 V617F myTanuu uiam Ipyrux KJo-
HAJBbHBIX MapKepos; Tpu oTcyTcTBUN JAKZ V6 17F — nckmouenne
PeaKTHBHOTO TPOMOOIIMTO3A.
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Jlnst yeranoBsenust auarioda T HEOOGXOIMMO HaMIMe BCEX
YETBIPEX KPUTEPHUEB.

Kpurepuu 1uariosa nocTrpoMOOIMTEMHYECKOTO MUETO(DHO-
po3a (BO3, 2008):

HeobxoauMbie KPUTEPUML:

1. Hanmume paree 1OKyMEeHTUPOBAHHOTO HA OCHOBAHUU KPU-
tepueB BO3 auarnosa IT.

2. ®ubpo3 KOocTHOTO Mo3Ta 2—3-i uin 3—4-ii cremneHu.

[onosHUTEIbHBIE KpUTEPUU (HE MEHEe IBYX).

1. Anemus (Hb wuske Hopmbr Ha 20 1/71 1 Goatee).

2. JleiikospurpobiacTuyeckas KapTrHa IeprudepudecKkoi Kpo-
B (HaJIMUUe He3PEJIbIX IPaHyIOIUTOB 1 9PUTPOOIACTOB).

3. Crienomerasust (>5 M M3-110]] Kpasi pebepHOI yTH).

4. ITossmmenue JI/T.

5. Hasmmuue 6oJiee 4eM OIHOTO U3 TPeX KOHCTUTYITMOHATbHBIX
cuMIITOMOB: Totepst 6osiee 10% Beca 3a 6 MecsIEeB, HOUHBIE MTOTHI,
HeoObscHuMas Juxopagka (Boime 37,5°C).

Jleuenne AT. [Ipu Hammuru TPOMOOIIUTO3A Y MAIIUEHTOB 13
IPYIIITbl HUBKOTO PUCKa (MOJIOJION BO3PACT, HET KapPAUOBACKYJISIP-
HBIX (PaKTOPOB PUCKA) TTOKA3aHO HAOJIO/IEHIe U Ha3HAYEHHE aCITH-
puHa B 103e 50-75-100 mr/cyrt. [larrienTam U3 rpyTimbl BBICOKOTO
prcka (Bospact crapire 60 jleT UM HATMYNE KapAnOBaCKyIsp-
HbIX (haKTOPOB PHCKA) PEKOMEH/IOBaHA IIUTOPEYKTUBHAS Tepa-
Vs ¢ COYETAHUN C ACITUPUHOM, B CJIydasix TpoMbGonuTosa Gosee
1,5 MJTH/MKJT — TOJIBKO IIUTOPEAYKTUBHAS Teparus. [Ipu cuMmTom-
HOM TPOMOOIIUTO3E B CIyYasix TPOMOO30B 1 KDOBOTEUEHMIA B aHAM-
He3e 1ToKa3aHa IUTOPEyKTUBHAS Teparius U aClIUPUH, B CAYYasixX
11epeOPOBACKYJISIPHON UIEMUN HEOOXOANMbI He3aMe [TNTeTbHAsT
[UTOPELYKIINsI, aclIuprH 1 TpoMboinTodepes. B kayecTse mpena-
PaTOB IIUTOPELYKTUBHOI TEPAITNI UCTIONb3YIOT THAPOKCUKAPOAMIL
u naTepdepoH-aIbda.



Mnaea 13

MHEAOAHCIIIACTHYECKHE/
MHEAONPOIHPEPATHBHBIE HOBOOBPA30BAHHA
H MHEAOAHCIIIACTHYECKHE CHHAPOMbI

13.1. Munenogucnnactunyeckue/
MuenonponudgepaTuBHbie HOBOOOpPa3oBaHUs

BO3-knaccuduranmsa omyxoseil reMOMO3TUIECKON U JTUM-
doupnoit Tkanu (2008) oObeaMHIIA KIOHAIbHBIE 3a60I€BaHNS,
UMEIOIIIe HA MOMEHT MaHu(ecTaly KJIMHUYECKKe, TabopaTOpHbIE
n Mopdosorndeckre npusHaky, mpucynme kak MJIC, tak u MITH,
B IPYIIY MUEJOIUCIIIACTUYECKUX /MUEIONPOJN(EPaTUBHBIX HO-
BOOOPA30BAHMIL:

* XPOHUYECKUI MUeJTOMOHOIUTapHbI Jefiko3 (XMMUJI);

* ATUNUYECKUN XPOHUUIECKUT Muesoseiiko3 berabl1-orpuria-
TeapHbId (aXMJI);

* JOBEHUJIBHBIN MUEJIOMOHOIIUTAPHBINH Jietiko3 (FOMMJI);

* MUEJIOAUCIIIACTHYECKIE / MUEJIOTPOJII(epaTuBHbIE HOBOOO-
pasoBaHus HeKJTacCUPUIIpyeMbIe.

[Tpu pasuooOpasuu BapuantoB MJ/IC/MIIH sTo He yacTo
BCTpevaloIrecs HeOoIJIa3uu TeMOTI0aTHIeCKoil TKanu. Kiamnudec-
KM€ IPU3HAKK UX JIOCTATOYHO CXOsKU. K 0OIIIM 17151 HUX TIPOsiBJIe-
HUSM OTHOCSTCS:

* HaJIMYUE CIICHOMETAJIUU U reliaToMeTany;

* TIOBBINNIEHNE B TTepudepryeckoil KpoBH uncsia MopgoJoru-
YecKU U/Mian QYHKIIMOHAIBHO TUCILIACTUYECKUX KIETOK;

* cozepskanue 61aCTOB B KOCTHOM MO3Te U nepugepruuecKoii
kposu Huxe 20%;
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* TUIEPKJIETOYHBIN KOCTHBIM MO3T ¢ TIpoJindepaliieil KJIeToK
OJTHOTO WJTH OJIee POCTKOB MUEJION093a;

* Hea(hPEeKTUBHBII reMOII093 110 OHOMY Wi GoJiee POCTKaM
KPOBETBOPEHUS C IUTONeHNENH(IMM) B TIepudepruieckoil KpOBU
(aHemus, HEUTPOIIEHK, TPOMOOIUTOIICHNS ).

YacrtoTa Apyrux MpU3HAKOB MOKET BAaPhbUPOBATH.

JlarHble HOBOOOPAa30BaHUSI COTPOBOKAAIOTCS PA3JINIHBIMU
MyTaIusiMi reHoB. B wactroctn, y psima 60mbHb1x X MMJT 1 aX MJT
B KPOBETBOPHBIX KJIETKAX BbIsIBIeHbI MyTaluu reHa JAK?2. [1pu kax-
nott m3 popm M/IC/MIIH oTtmeuaeTcst TeHAEHITNA K KIOHAIBHON
9BOJIIOIUH ¥ ITPOTPECCUPOBAHNIO OOJIE3HN C MEANAHON BbIKIBae-
MOCTH OT HECKOJIBKUX MECHIEB /10 HECKOTBKUX JIET.

JInarnoctuueckue kpurepuun XMMJI (BO3, 2008):

1. YeToiiunBhIil MOHOTIMTO3 B TIepHrdeprueckoil Kposu (6osree
1,0x10° /7).

2. Orcyrersue Ph-xpomocomsr wiu rena BCRABLT.

3. OrcyrctBue nepectpoiiku reHoB PDGFRA unu PDGFRB (B
CITyYasix ¢ 903UHODUIIEIT).

4. Menee 20% 61actoB B iepudepruuecKoil KPOBH U KOCTHOM
Mo3re (B 4UCJI0 61aCTOB BXOST MIET00JIACThI, MOHOOJIACTHI U TIPO-
MOHOIIUTBI).

5. Jlucractudyeckne u3MeHEHUsI B KJIETKAX OJIHOTO WJin GoJiee
POCTKOB MUEJION033a.

[Ipu oTcyTcTBUM MM MUHUMATBHBIX TIPU3HAKAX MHUETOINC-
mwiazuun auarao3 XMMJI ycTtaHaBauBaoT B CIAEAYIONIUX CJyda-
X

* HaJIM4re MPUOOPETEHHBIX KJIOHAIBHBIX UM MOJIEKYJISIPHO-
TeHeTYeCKUX aHOMAJIN B KPOBETBOPHBIX KJIETKAX;

* YCTOMYMBBIN MOHOITUTO3 HEe MeHee 3 MeCSIIEB;

* OTCYTCTBUE [IPYTUX IPUUNH JJIT MOHOIITO3A.

JInarnoctuueckue kpurepuu aXMJI (BO3, 2008):

1. JleiikonuTos B iepucepudeckoit kposu =13,0x10°/11, ¢ yBe-
JINYEHNEeM KOJIMUECTBA HE3PEJIbIX U 3PeJIbIX HEHTPO(UIIOB C BbIPA-
JKEHHBIMU TTPU3HAKAMU TU3TPAHYJIOTI0934.

2. OrcyrerBue Ph-xpomocomsr i rena BCRABLI.

3. lIpomMuesonuToB, MUETOIUTOB U MeTaMueIonuToB =10%.

4. Basoduiios <2%.
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5. OrcyTcTBHE WM MUHUMaJIbHOE YBeJnYeHne abCoTI0THO-
ro KOJIM4ecTBa MOHOIIUTOB (MOHOIUTOB <10% B JIelKOIIUTAPHOI
bopmyure).

6. [umepkIeTOUHBII KOCTHBIN MO3T, TpoTudepaIns KIeTOK
IPaHYJIOIUTAPHOTO PS/Ia, AU3TPAHYIOIUTOII093 IPU HAJTUIWH WU
OTCYTCTBUU IU3IPUTPOII0I3A U AU3METAKAPUOIINTOII093A.

7. BiacToB B ieprdepruyecKoii KpOBU 1 KOCTHOM MO3Te MeHee
20%.

Jleuenune. M3ieumBaioniuM METOOM ABJSAETCS aJlJIOT€HHAS
tpancmantanusa [CK. IIpu ee HeBO3MOKHOCTH TIPOBOATCS CUH-
JIPOMAJIbHOE JIeueHe ¢ TIPUMEHEHNEM IMIPOKCUKapbamu/ia, H-
TepdepoHa-anbda, TpaHcdy3Un KOMIIOHEHTOB KPOBH, TIPOTUBO-
MUKPOOHAST TEPATIHsI 110 TOKA3AHUSIM.

13.2. MnenogucnnacTuyeckne CUHAPOMbI

Muenoguctnnactuaeckue cuaapomsl (M/IC) — reteporennas
IpyIIIa KJIOHATbHBIX, TIPOTPECCUPYIOIINX, HEOOPATUMbIX 3200.J1€Ba-
HUI MYJIBTUTIOTEHTHON CTBOJIOBOM KJIETKM, XapaKTePU3YIOINXCs
OJTHO-, IBYX-, TPEXPOCTKOBBIMU ITUTONEHUSIMU B TIepu(epruecKoit
KPOBHY U IUCTIIIA3KEH XOTsI OBI OTHO¥ U3 IMHUI MUEJIOT093a (9PUT-
POLIUTAPHOM, TPAHYIOIUTAPHOI, METAKAPUOIIUTAPHOI ) ¢ Heahdek-
TUBHBIM I'€MOTIO930M U TOBBIIIIEHHBIM PUCKOM TpaHchOopMaIiny B
OCTPBII MUEIOBIACTHBII JIEHKO3.

M/IC — 3a6oJieBatue TPEUMYIIECTBEHHO TIOKUIIBIX JTOEH.
Bes yuera Bodpacra 3ab6osieBaeMocTh coctasisier 3—5 Ha 100 000
HaceseHud B rof, y jut ctapire 70 get — 20 ma 100 000.

Kimuuyeckasi kaptuHa 3a0071eBaHUs 00YCJIOBJIEHA TPOSIBJIE-
HUSMW U30JIMPOBAHHON NN COUETAHHOH (3PUTPOII033, TPAHyIOIH-
TOTI093, METAKAPUOIIMTOI033) KOCTHOMO3TOBOI HEOCTATOYHOCTHU
PA3JIMIHOI CTeNeH! BBIPAKEHHOCTH. BOTbHBIE CTPA/IAIOT OT AaHEMUN
(Hb 100 r/x1 un muxe), pedpakrepHoil K JI0ObIM BHIAM I1aTOTe-
HETHUYECKOU Teparn, Tpedyrorieii Tpancdysuii SpUTPOIUTOB; OT
rpanysorutonennn (neiirpodunos 2,0x10°/1 u MenbIie) ¢ uH-
(EKITMOHHO-BOCTIATTUTETBHBIMI OCTOKHEHISIMU; OT TPOMOOITUTO-
neruu (100,0x10°/11 1 HIKE) ¢ MOBBIMIEHHONW KPOBOTOYHUBOCTHIO.
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[Tpubmmsurensro y 30% 601bHBIX 3a00J1eBaHKe TPAHCHOPMUPYETCST
B OCTPBIN MUEJIOU/THBIN JIeTKO3.

MuHnuMmaibHble AuarHoctuyeckue kputepuu M/IC (BO3,
2008): nmpy HATWMYWK YCTOWYNBOI pepaKkTepHOl ITUTOIIEHUH, HO
HeyOeMTEIbHBIX UATHOCTHYECKUX MOP(HOJTOTHYECKUX JaHHBIX
CJIeIYIOINE IIUTOTEHeTHYEeCKIe AaHOMAIUY MOTYT TIPUHUMATHCST BO
BHUMAaHUe Kak mpeanoaaraeMbie csugetenbetBa M/ C:

HEYCTOWYNBBIC YCTOHYNBBIC
—7 wm del(7q-) t(11;16)(q23;p13.3)
—5 um del(5q-) £(3;21)(q26.2;p22.1)
i(17q)nmm t(17p) t(1;3)(p36.3;q21.2)
—13 nmm del(13q-) t(1;22)(p21;q23)
del(11q) inv (3)(q21;q26.2)
del(12p) wam t(12p) €(6;9)(p23;q24)
del(9q) JpyTHe
idie(X)(q13) KOMILIeKCHbIe anoMasuu (3 u Gosiee)

B cooTBeTcTBUM ¢ MUHMMATHHBIMU TUATHOCTUIECKUMU KPHUTE-
puamu M/[C (BO3, 2001, 2008), ruaraoz M/[C ycTanaBauBaior,
korga 10% u Gosiee KJIETOK TI0 KpaiiHeil Mepe OIHOI MUETOUTHOIM
JIUHUU IEMOHCTPUPYIOT OTYETIANBBIE TPU3HAKU MOP(OJTOTUYECKOM
JIUCTLTa3UM KPOBETBOPEHUS, U NUCKJIIOUEHBI BCEe APYTHE MPUUNHBI
BTOPUYHOU MU TPAH3UTOPHON (TIpeXosIel ) nuciiazuu (muiie-
BO JIe(bUIUT MeTabOIMTOB TEMOTI093a, BUPYCHbIE 3a00JIeBaHNS, Jie-
KapCTBEHHAsl TEPAIIUS 1 JIeYeHUe POCTOBBIMU (haKTOpaMu, IePUIuT
MeJTN, OTPaBJIeHNE TSKETBIMU MeTAJLIaMU U JIP. ).

[Ipusnaku aucnIa3uu IPUTPOITOI3A, TPAHYIOIUTOI0I3A U
tpombotmronoasa (BO3-kraccudukars, 2008) mpeacTaBaeHbt
B IIPUJIOKEHUN 4.

K nan6osnee yactbim Bugam M/IC (tabur. 13.1) oTHOCAT HekJac-
cuduIpyemMbIii BapuaHT 1 pepakTepPHYIO0 aHEMHUIO ¢ M30BITKOM
6aactos (PAUIB).

BapuanTst M/l C rereporeHHbI He TOJIBKO 10 CBOUM ITPOSIBIIEHU-
sIM, HO 1 TTO TIPOTHO3Y BBIKUBAEMOCTH U TPaHC(OPMaIIIH B OCTPHII
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nmuenoancnnacTu4eckne CUHAPOMbI

Ta6banma 13.1

Muenomucmiactuueckue cuazapomsl (BO3, 2008)

3abosieBaHmst WN3amenenus VI3aMeHeHUs B KOCTHOM
B mieprdepraeckoit Mo3re
KpoBHU
Pedpaxrepras mn- | 1- nam 2-mmHefHas | =10% kJaeTok ¢ NpU3HAa-

TOIIEHUS C OJTHOJIN -
HEWHOU IUCIIIa31eil:
pedpakTepHas

aHeMusi
pedpaxrepHas
HEUTPOIIEHUST
pedpakTepHas
TpoMGOIIUTOTIE-
HUST

Pedpaxrepnas ane-
MUSI C KOJIbIIEBU/THbI-
MU cugepobIacTaMu

Pedpakrepnas nu-
TOTIEHUST C MYJIBTU-
JIMHENHON InCILIa-
3meit

Pedpakrepnas
aHeMusi ¢ u30bITKOM
6aactos (tui 1)

Pedpakrepnas
aHeMusi ¢ u30bITKOM
6aactos (Tuir 2)

Muenoancmnactu-
YeCKUH CHHPOM

LUTOIeHUS, HEeT
6J12CTOB WJIM UX

<1%

Anemus, 671aCTOB
HeT

Huronenus (omHo-
pocTkoBast u Goiee),
HeT 6J1aCTOB UJIM UX
<1%, HeT HajJouex
Ayapa, <1,0x10°/x
MOHOIIUTOB

Huronenus (ommo-
pocTkoBast u 60J1b-
1me), <5% 671acToB,
HET Majyouek Ayapa,
<1,0x10°/1 moHO-
1IUTOB

[InTomenns
(omHOPOCTKOBAS

u 6osbuie), 5-9%
6JICTOB, MATOYKH
Ayapat, <1,0x10°/n
MOHOITUTOB

Huronenus (ommHo-
POCTKOBasT

KaMU JINCILIa3UH B OZTHOM
U3 JIMHUI MUEJI0II093a,
<5% 6aactos, <15%
KOJIbLIEBUHBIX CUAEPOO-
JIaCTOB

=15% KOJIbIIEBUIHBIX
CH/IEPOBIACTOB, TOIBKO
SPUTPOUHAS TUCILIA3KS,
<5% 6acTOB

=10% KJIETOK C 1pH-
3HaKaMU JUCILIA3UK B

2 IMHUSIX MUEJI0I093a 1
6oabine, <5% 6J1aCTOB,
Het manodek Ayapa, £15%
KOJIbIIEBM/{HBIX CH/IE-
pobactoB

OmHO- NN MyJIBTHIIN-
HeliHag auciiasusd, 5—9%
6J12CTOB, HET MaJI0YeK
Ayapa

OnHO W MYJIBTUIINHET-
Hag auciasug, 10-19%
6J1aCcTOB, MaNouKK Ayspat

OTuerMBag ANCILIA3NA
Menee ueM B 10% kieTox
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Oxonuanue maobn. 13.1

3abosieBaHmst Uamenenmst V3mMeHeHUsT B KOCTHOM
B niepudepuuecKoi MOo3Te
KpOBU
HekJMaccupuuupy- | u Gospie), <1% OJIHOM U3 JTMHUU Mue-
eMbIi 6J1aCTOB JIOTI093a B COYETAHUU C
IUTOTEHETUYECKUMU AHO-
MaJIUsIMU, TIPeJIIoJiarae-
MBIMH KaK CBU/IETEIHCTBA
M/IC, <5% 6macToB
Muenopucriactu- | AHemust, HopMasib- | Hammune merakapuoriu-
YECKUH CUHAPOM HOE WJIV TIOBBIIIEH- | TOB € TUITOJ0OaPHBIMU
C UB0JIUPOBAHHOI HOe uncsio TpoMbo- | aapamiu, <5% 6aacTos,
del(5q) LUTOB, HeT 6iactoB | m3oauposannas del(5q),
niu ux <1% HeT majouek Ayapa

Jiefiko3. /1yt MporHo3a BbIKUBAEMOCTH TIPE/ITIOKEHDI PA3JTUIHBIE
nporHocrTudeckue cucremsl (Tabu. 13.2, 13.3).

Jleuenne. DpdexTuBHasT MeauKamMenTo3Hnas Tepanus M/C
He pazpaboTaHa. EMNHCTBEHHBIM METOIOM, TTO3BOJISTIOTIAM CYIIIECT-
BEHHO YBEJUYUTH MPOAOJIKUTETbHOCTD KU3HU OOJIBHBIX, CJIYKUT
anorernas TTCK, koTopas 3auacTyio HEBO3MOXKHA B CBSI3H C 110-
JKUJTBIM BO3PACTOM GOJIBHBIX ¥ OTCYTCTBUEM HUAEHTHYHOTO POJICT-
BEHHOTO JIOHOPA.

B ocnose neuennss M/IC siexxut 3aMecTUTEbHAS TEPATTUS
KOMIIOHEHTAMU KPOBU. PUTPOIUTAPHYIO MACCY UCIOJIB3YIOT TIPU
Tpancdy3noHHO-3aBUCUMOI aHemuu. [IpodunakTunyeckux Tpanc-
(by3uit TPOMOOIIMTOB CJieyeT U30eraTh s TIPELY TPEKICHIS U30-
MMMYHU3AIIH.

Buramunoreparmms (Butamunast C, rpymimst B), ropmonst (Turio-
KOKOPTUKOU/IbI U aHIPOTEHBI), IaHA30J1 He OIpaBIaiu cebst B Jie-
veranu M/IC.

B cayuagx conepxanus suporerroro 1O nuxe 200 (500)
MME /Mt 1 oTcyTeTBUST M30BITKA GJIACTOB C TETHIO CTUMYJISIIN
9PUTPOII033a BO3MOKHO rcrosb3oBanue pAIIO B qoze 150 ME /kr
Tpu pasa B Henemo uian 40 Teic. ME ogma pas B Henedmo.
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Ta6bauma 13.2

Me:xayHapoaHblii nporHoctuyeckuii uaaekc pucka (IPSS)
st MZIC (BO3, 2008)

[Ipornoctudeckue Wunexc
TIpusHaKn 0 0,5 1 1,5 2,0
Kos-Bo 6macros B | Menee 5 5-10 - 11-19|20-30*
KOCTHOM MO3Te, %
Kapuorum** Baaro- ITpome- Hebna- - -
MPUST- KYTOY- TOTIPHUAT-
HBIN HBIN HBIN
[HuTonenus *** 0-1 2-3 - - -

IIpumeuanus: * — coorBercTByeT kputepusm OMJI; ** — kapuoTwir:
Gaaronpusthblii (Hopmasbbiil, — Y, del(5q), del(20q)); HebnaronpusiTHbiit
(KOMILTEKCHBIX aHOMaJIHit 6ostee 3, 1eeKThl XPOMOCOMBI 7); TPOMEIKY-
TOYHBIH (BCe Ipyrre aHOMAJINY KapruoTuna); *** — kpurepnn UTONCHNMN:
Hb<100 r/x, neitrpopunos <1,8x10°/1, rpombormros <100,0x10° /71 (3a
KayK/IbIil KpUTEPUI HAUMCAAETCS OMH OasLr).

Ipynms pucka M/IC B cootBercTBum ¢ IPSS, yacrora

BCTPEYa€MOCTH, BBIZKUBA€MOCTDb

Ta6bnnuma 13.3

Puck o IPSS | Unnexc
o IPSS

YacroTta

BCTpeYaeMocT, %

Tpexnernaa
BBIKIBAEMOCTb, %

Hwuszknit

HbI-1

[IpomesxyTou- | 1
HBII-2

Bricoknit

[Tpomesxyrou- | 0,5-1,0

,9-2,0

0

>2,0

16
24

24

36

60
34

16

C 1esbro BhIBEIEHUST H30BITKA KeJIe3a MOKA3aHbI XEJIATOPBI JKe-
se3a — pedepasupokc (aKcumKan), nepepokcamut (aecdepar).

Ornomenne k xumuorteparnnu ipu M/l C neognosnaunoe. Pe-
aJIbHO CYIIECTBYIOT JIBA ITO/IXO/IA: POBE/IEHUE TPAJAUITMOHHOM JIJIst
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OCTPBIX MUEJIOM/THBIX JIEHKO30B XMMHUOTEPAITNH UJIA NCTIOJIb30BaHNe
MpoTPpaMM MUHUMAJIBHON XUMUOTEPATINH ¢ BKIIOUEHNEM TIpeTa-
paToB, CIIOCOOHBIX BIMATH Ha AU((HEPEHIINPOBKY KPOBETBOPHBIX
kJ7eTok. K mociefHIM OTHOCAT MTPOU3BOIHBIE PETUHOEBOI KUCIO-
ThI — TPETUHOMH (BECAHOWU ), a U3 IUTOCTATUKOB — IIMTO3NH-apa-
O6uHo3u/ (KypChl MAIbIX 103 IIUTO3apa), 9TOMO3M/I, aTKEPaH.

B cBsi3u ¢ orcyTcTBHEM KaKOTO-1160 3(h(heKTUBHOTO BUIA
MenukameHTo3Hoi Tepanun M/IC B HacTosIee BpeMs Ie/1aioTCs
MOIBITKYA MCIIOJb30BAaHUsI TIPENIAPATOB, BJIMUSIONNX HA BO3MOK-
HbIE TTATOTeHETUUECKNEe MEXaHU3MbI Pa3BUTU Hed(HEKTUBHOTO
remMoriossa. B ux uucsio BXonaaT: uHayKius auddepeHimpoBKu
[aTOJIOMMYECKOTO KJIOHA (IIUTOPaOKH, TIPOU3BOAHBIE PETHHOEBOI
KHUCJIOTBI), UMMYHOCYIIPECCBHOE BO3/IEiICTBUE HA reMOI033 IIPU
TUTIOTIACTUYECKIX BapUaHTax (IIMKJIOCTIOPUH A, aHTUTUMOITATAP-
HBII r100YJIMH), yTHETeHIEe aHTnoreHe3a (TaJuI0MIL, JT€HOIU/I0-
MU ), TIPETIapaThl SITUTEHETHIECKON TePATTIH, THTIOMETUINPYIOTTIE
areHTbl (lennTabuH, S-a3aluTH/IMH ), Pa3JInYHble KOMOMHAIIMN YKa-
3aHHBIX METO/IOB.



MNaea 14

OCTPbBIE (IEHKO3bI H POACTBEHHBIE
HM HOBOOBPA30BAHHA H3 KAETOK-
NPEAINECTBEHHHKOB

14.1. OOwwme cBeAeHUs: onpegereHne NOHATUS,
KIIMHUKA, AMarHoCTUKa, cTagupoBaHue, NPUHLUMNbI
Tepanuu

Tepmun «ocTpbiii eiiko3» BBeaeH B 1889 r. Busbresmom J6-
IITATHOM, YTOOBI Pa3/IeJTUTh OBICTPO PA3BUBAIOIIMECS CO CMEPTEIIb-
HBIM MICXOJIOM 1 OTHOCUTEIHHO MEIJIEHHO TEKYIIHEe XPOHNYECKHe
JIEIKO3bI. TepPMUHOM «OCTPBIN JIEiK03» 0003HAYAIOT OIYX0JIEBOE
HOBOOOPa30BaHIe TeMOMOITHYECKON TKAHH € TIEPBUYHBIM MOPasKe-
HHEM KOCTHOTO MO3Ta, MOP(OJIOTHIECKUM CyOCTPATOM KOTOPOTO
SABJISTETCST OTACTHAST KJIETKA.

FAB-kaccudukaims ocTpbix jeitkos3os (1976, 1982) moapas-
JTeJTIIIA MX Ha OCTPbIe IMM(bOOIACTHEIE  0CTpbIe HeTnM(OoOIacTHbie
(muenonmabie). BO3-knaccudukamnms 1999 r. 3akpernuia npuopu-
TETHOCTD pacripeie;IeHns BCeX OTyX0Ieli KpOBeTBOPEHN, BKIIOYAsd
OCTpbIE JIEWKO3bI, TI0 TPUHAJIIEIKHOCTH K OT/IEJTY KPOBETBOPEHMS Ha
MUEJIONIHBIE U TUMMOUTHEIE.

BO3-knaccudpukamus (2008) Bbiennia Tpyu KaTerOPUU OCT-
PBIX JIEHKO30B:

* ocTpble MuesionHbie Jeliko3bl (OMJI) u pojcTBEeHHbIE HO-
BOOOPA30BaHMUS M3 KJIETOK-PE/IIECTBEHHUKOB;

* OCTpBI€ JIEMKO3bI Heollpe/iesieHHoU aud depeHtinpoBku (He-
muddepeHpyemMbie 1 CO CMeTTaHHBIM (DEHOTHUTIOM );

* sMbOouIHBIE HOBOOOPA30BAHSI U3 KJIETOK-TIPEIIIECTBEHHI-
KOB — ocTpbie B- mwin T-mmvbobracTHbie 1eiiK03b1/TMMbOOMBI.
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VY B3poCIIbIX 110 YacToTe BeTpedaeMmoctu upeobiagaiot OMJI,
cocrasJsist 2,5—3 na 100 000 Hacesenust, cpeiHnil BO3pACT Ha MO-
MEHT YCTAaHOBJIEHUST TUArHO3a — 65 JieT. Y jieTeil caMbIM 4acThiM
OHKOJIOTHYECKUM HOBOOOpazoBanueM sipyistercst OJLJL.

Kimnnueckue nposiienusi. [1pu Bcem MHOTOOGpasun Mopho-
JIOTUYECKUX, UMMYHOJOTUYECKAX U MOJIEKYISAPHO-TEHETHYECKIX
BapPUAHTOB OCTPBIX JIEMKO30B KIIMHUYECKIE TIPOSIBJICHUS UX MaJIOCTIe-
1UIHBI 1 06YCJIOBIEHBI HEIOCTATOUHOCTHI0 KOCTHOMO3TOBOTO
KPOBETBOPEHUS U ITPU3HAKAMU OITYXOJIEBOTO POCTA B OPTaHU3ME.

Hopmampraas reMomnoaTndeckast TKaHb 3aMeNIaeTcs OmyxoJie-
BBIMU KJIETKAMU, COCTOSIIIIUMU U3 CTBOJIOBBIX KJIETOK OIMYXOJIU U
«3PEJIbIX» OIYXOJEBBIX KJIETOK, KOTOPBIE 3aBEPIIUIN CBOIO JTU(h-
(hepeHIMPOBKY Ha YPOBHE KJIeTOK ¢ MopdoJiorueii 6iactos. B pe-
3yJibraTe BO3HUKAIOT aHEMUsI, HEUTPOTIEHVS 1 TPOMOOIUTONEHNUST
Pa3JINYHBIX CTEIeHEeN TSIKECTH C COOTBETCTBYIOITUMU KITMHUYEC-
KUMU niposiBiennsamMu. OHM, KaK TPaBUJIO, U CITYKAT TTOBOJIOM JIJIS
obpallieHust 32 MEUITTHCKO TTOMOIIIBIO.

AGCOTIOTHBII KPUTEPHIT OCTPOrO MUEJIOUIHOTO JIEHKO3a — Ha-
myrie 6osiee 20% GJACTHBIX KJIETOK B ITyHKTATE KOCTHOTO MO3Ta 110
JAHHBIM MUeJorpaMMBL. [Ipr HEKOTOPBIX OCTPBIX JIelK03aX, acCo-
[IUUPOBAHHBIX C YCTOMUNBBIMU IUTOTEHETUYECKUMU AHOMAJIUSIMH,
HPOIEHT GJIACTHBIX KJIETOK JIJIsl yCTAHOBJIEHUSI IHATHO3a HE HMEET
OTIPEJIEJISTIONIETO 3HAUEHUSI.

OcHoBaHmeM /7151 TIPOBe/IeHNS MTyHKIIMA KOCTHOTO MO3Ta CJTy-
JKUT JIMO0 OOHApysKeHre OIACTHBIX KJIETOK B eprudepudecKoii Kpo-
Bu (Gsacremust), 160 (hakT MAHIIUTOIEHUH, TPEOYIONINI yTOUHE-
Hus renesa. Kpome 6s1acTHON MHGUIBTPAIUU KOCTHOIO MO3Ta, IIPU
OCTPOM JIeHTKO3€ MOXKET NUMETh MECTO dKCTpaMeyJIsipHast Jeike-
Mmust (JiMoaIeHONaTHs, CIJIEHO-, TelaTOMETaust, TH(UIBTPALIUS
JIIOOBIX OPraHOB U TKAHEN ).

36BITOK Oy XO0JIEBBIX KJIETOK C MX TIOCTOSTHHBIM PACIaIOM CTa-
HOBWTCSI IPUYMHON rUTiepyprKeMid. BosbInoii 00beM OMmyXoJIeBbIX
KJIETOK MOJKET COYeTaThCsl C HAJTMUYMEeM CUMIITOMOB OITyXOJIEBOI
WHTOKCUKAIMU: TIOXYIaHIEM, HOYHBIME OTaMHK, cyO(heOpHIbHOI
JIMXOPAJIKOM.

B saBucumoct ot (hyHKIIMOHAIBHBIX 0COOEHHOCTEH KIETOK
crieniuruieckux psiioB (UM GEPEHIUPOBKY OCTPBIE JIEHKO3bl MOTYT
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MMeTb HEKOTOpBIe crieninduieckue mpospieHus. B vactHocTH, 11
ocTporo mpomuesonutapaoro yefikosda (OI1JI) xapakrepen BuIpa-
JKeHHBIN TeMopparndeckuii cunipom ¢ pazsutrem /[BC. boactabie
KJIETKH ¢ MOPGOTIOTHEN TPOMHUEIONUTOB (0OUTIbHASI 36PHUCTOCTD
B I[UTOILIA3Me) COAEePKaT OOJIbIIOE KOJUYECTBO OUOJOTNYECKU
aKTHBHBIX BemecTB 1 (hepmenToB. [Ipu paspymieHun 61acTOB 3TH
BEII[ECTBA BBIXOST B COCYIUCTOE PYCJIO, 3aIyCKasl MPOIleCChl aK-
TUBAI[UH CUCTEMbI TeMocTasa. [T 0cTporo MuesloMOHOOIaCTHOTO
1 MOHOOJIACTHOIO JIEHK03a XapaKTepeH TUIEPILIACTUYECKUIT [H-
ruBut. Octporii T-muMbOMOGTACTHDII JTEHKO3 U3 KIETOK-TTPe/I-
MIECTBEHHUKOB COTIPOBOKIAETCS HAJMYUEM OITyX0JIeBOTO POCTa B
cpenocTeHun (B TUMYCE).

AJNTOpUTM yCTaHOBJIEHUS IUATHO3a OCTPOro JeHKo3a:

1. Kitmandecknii aHamms3 KPOBH € BBISBJICHUEM U YCTAHOBJICHN-
€M CTeTIeHU TSKEeCTH aHEMUH, HETPOTIeHNH, TPOMOOIIUTOTIEHU .

2. IlyHKIIMOHHOE NCceloBaHNue KOCTHOTO MO3Ta C TeJTBIO:

* [0JICY€eTA MPOIeHTA OJTACTHBIX KJIETOK IOCPEICTBOM MUEO-
rpaMMBbl (MOPGOTOTHYECKOE UCCIEI0BAHNE);

* IPOBEICHUS IIUTOXUMUYECKUX PEAKIINi [ OTpele/IeHUsT
MUEJOUTHON nian JuMbonIHON AndGepeHInpPOBKU OIaCTHBIX
KJIETOK;

* IMMYHO(hEHOTUTIMPOBAHUS TTOCPEJCTBOM TTPOTOYHON TTH-
TOMIITOOPUMETPUU C AHTUTEJIAMY [TPOTUB aHTUTEHOB B-KieTou-
Hott, T-kaeTounoit, MuesongHoON auddepeHTNPOBKHN, aHTUTEHOB
PaHHUX KJIETOK-TIPEeIIeCTBEHHUKOB (CTBOJIOBO-KJIETOUHBIX) JIJIs
MMMYHOJOTHYECKOTO TTOATBEP:KACHNSA THTA 1 hepeHInpoBKI
0JIaCTHBIX KJIETOK;

* IIUTOTEHETUYECKOTO MCCIE0OBAHNS KJIETOK KOCTHOTO MO3Ta
METOJIOM CTAH/IAPTHOU IIUTOT€HETUKH B MeTaha3HbIX MJIACTHHKAX
JIJTS1 YCTAHOBJIEHWST BO3MOKHBIX AHOMAJTMI KapUOTHUTIA;

* ipoBesienust FISH nau ITITP B peasibHOM BpeMeHM (KJIETOK
KOCTHOTO MO3Ta WJIH TieprdeprdecKoit KpoBN ) 171 WACHTH(MUKAITIN
MpeITIoJaraeMbIX TeHeTUUECKUX aHOMAJINH, aCCOIIMUPOBAHHBIX C
JAHHBIM BaPUAHTOM OCTPOTO JIEHKO03a.

3. Oupenenerrie oObeMa OMYXOJEBBIX KIETOK B OPraHU3Me
(HaMMYusT WM OTCYTCTBUS SKCTPAMETyJIAPHON JIeHKeMUN ) TTOC-
PEeACTBOM:
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* uccyenoBanust GyHKIUN BHYTPEHHUX OPTaHoOB;

* BU3yaJbHBIX MeTO0B muarnoctuku (Y 3U, myuesas, mar-
HUTHO-PE30HAHCHASI TOMOTPahUsT ) JI7IsT BBISIBIEHISI OPraHOMETATNN
(CUMTITOM «+TKaHb» );

* JTOMOATLHOM MYHKITUH C UCCIIEI0BAaHNEM KJIETOYHOTO 1 GHO-
XUMHYECKOTO COCTaBa JIMKBOPA.

4. Onpesiesienne GUOJOTUYECKONW aKTUBHOCTHU OIYXOJIEBBIX
kierok: JIJI, CPB.

CraaupoBanue octporo Jjeitkosa. CoctosiHue 60J1€3HU Ha MO-
MEHT YCTAHOBJIEHUS MArH03a HOCUT Ha3BaHUe nepaoll amaxil.

VcxomaMu Teparuu 0CTpOro JIeHKo3a MOTYT ObITh: peMUCCUS
3abosieBatus (JIUTETLHOCTD ee GoJiee 5 JIeT — BBI3ZIOPOBJIECHIE),
pannss remanrviocms (CMEPTh B MEPUOJL TIEPBOTO, BTOPOTO Kypca
XUMUOTEPANUN ) WU NePEUUNAs pe3ucmenmuocms (OTCYTCTBHe
PEMUCCHUU TTOCTIE JIBYX KYPCOB XUMUOTEPATIHN ).

B ciryuae BO30GHOBIIEHHST OITYXOJIEBOTO POCTA TIOCJIE TIEPHOIA Pe-
MUCCUU KOHCTATUPYIOT peyuous (6mopyio amaxy ) ocTporo Jehkosa.

B c¢B43u ¢ nosiBiieHreM BO3MOKHOCTHU UIEHTUMDUKAITIH OITY-
XOJIEBBIX KJIETOK HE TOJIbKO HA OCHOBAHUN MOP(HOJIOTHUECKUX Me-
TOJIOB, HO U ITOCPEJICTBOM UMMYHOJIOTMUECKUX, IUTOTEHETUUECKUX
U MOJIEKYJISIPHO-OMOJIOTHYECKUX METOIOB BBIJIENSTIOT HECKOJIBKO
Pa3HOBUHOCTEN PEMUCCUM OCTPOTO JIeHKOo3a.

Kpurepuu zemamonozuueckoil pemuccuu:

* 61aCTO3 KOCTHOTO MO3Ta TI0 TAHHBIM MUEJIOTPAMMBI MEHbBIITE
5% TIpU HAJTMY WU KJIETOK BCEX JIMHUN KPOBETBOPEHUSI C TPU3HAKAMU
BbI3PEBAHUSI;

* BOCCTaHOBJIEHWE TIOKa3aTeseil meprudeprndeckoil KpoBu (Te-
Moro6ut 6osbiie 100 /7, neiikoruros Goubiie 1,5x10° /71, Tpom-
6orToB 6obine 100,0x10°/1);

* OTCyTCTBUE OJIACTOB B IeprhepUIecKOoil KPOBHU, OTCYTCTBIE
AKCTPAMELYJISIPHBIX 09aTOB JIEHKEMUYeCKOTO POCTA.

Humozenemuueckas pemuccusi IpeINoJIaTaeT BOCCTAHOBJIEHIE
HOPMAJTBHOTO KAPUOTHUTIA B CTYUYASTX BBISIBIEHVS IIUTOTEHETHIECKUX
AHOMAJIHIT HA MOMEHT YCTaHOBJIEHHS TUATrHO3A.

Kputepuem mMorexyaspnoi pemuccuu CIyXuT OTCYTCTBUE
TPAHCKPUIITA OHKOTE€HA UM OHKOMPOTENHA B KPOBU WJIA B KOCT-
HOM MO3Te.
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B cayuasix, kora, HecMOTPsI Ha BBITIOJTHEHHYTO TIPOTPaMMYy Jie-
YeHNd, COXPaHAeTCS TPAHCKPUTIT OHKOTEHA MITH OHKOTTPOTENHA, KOH-
CTATUPYIOT MUHUMATILHYHO OCATOUHYI0 O0Je3Hb, KOTOPASt IOLTTE;KUT
MOJIEKYIIPHO-TEHETHYECKOMY MOHUTOPUHTY TaK JKe, KakK M MOJIEKY-
JISIpPHAs PEMUCCUS, /IS CBOEBPEMEHHOTO BbISIBJICHUS MOIEKYASAPHOZ0
peuudusa B cydae PUPOCTa KOHIIEHTPAIINU TPAHCKPUTITA.

IlpuHIUNBI IeyeHHus OCTPBIX Jeiiko30B. [IporpammHas Tepa-
MU OCTPOTO JIEHK03a BKITIOYAET: COTTPOBOINTETbHOE JieueHue (YHU-
BEPCAJILHO JIJIs1 BCEX BUIOB OCTPOTO JIEITKO32a) 1 HETTOCPEICTBEHHY IO
MIPOTUBOOITYXOJIEBYIO XUMUOTEPATTHIO (CTIeTTNMIYHA B 3aBUCIMOCTH
oT Tuma Jjeitkosa). OTCyTCTBUE a/IeKBATHON CONIPOBOUTENBHO
Tepanuy NCKIIoYaeT AOCTHReHne ahdeKTa 0T XUMUOTEePaIHi.

CormnpoBouTeIbHOE JIeYeHNE OCTPHIX JEIKO30B:

1. MOHUTOPWHT MapaMeTPoB KJINHUYECKOTO aHaIN3a KPOBH,
9JIEKTPOJIUTOB, MTOKa3aTesell (hyHKIIMY BHYTPEHHUX OPraHoOB, KOa-
TYJIAITNOHHBIX TECTOB MIPU PA3BUTUN TeMOPPATTIECKOTO CUHIPOMA,
10 MTOKA3aHMsIM OCEBBI KPOBH ¥ OHOJIOTMYECKHUX JKUIKOCTEH Ha
TeMOKYJIBTYPY, IydeBbIe NCCTEIOBAHNS JETKUX.

2. Koppekius Tsi:keIbIX HapyeHuid (PyHKITMT KPOBETBOPEHUS
(aHeMuu, TPOMOOIIUTOTIEHIH, HEATPOIIEHUN ):

* TpaHcy3UK IPUTPOIMTAPHOI MACChl /Jist TIoBbIieHus1 Hb
1o 80—100 t/m;

* TpaHcdy3un TPOMOOKOHIIEHTPATa /ISl Ky THPOBAHUSI FeMOP-
paruvIecKoro CUHAPOMa U TOIEPKAHUST YPOBHS TPOMOOIIUTOB B
npenenax 20,0-50,0x10° /7, B ciiyuasix pasBuTHst HApyIIeHWIT KOa-
TYJIAIMOHHOTO TeMocTasa, /I BC-cunipoma — cBeke3aMopoKeHHAS
mazma (C3IT) 10 mar/Kr B cyTKH;

* TpohMIIaAKTHKA HENTPOTIEHNYECKUX OCTOKHEHWI: M30TATNSA
6OJILHOTO, TUTHEHA KOKH, CJIM3UCTBIX MTOJIOCTH PTa, TIPOMEKHOCTH,
crepuusaris nuiy (yrnorpebyeHne MUIH, TPOTIe/IIeil TepMu-
4ecKyI0 00paboTKY ), B CIydasix 0KHUAAEMOr0 epro/ia HeHTPOIEeHU I
6osee 14 aHell — nMpoduIaAKTIYECKOE UCTTONb30BaAHNE aHTUMUKO-
TUKOB ((DJIIOKOHA30J1, TO30KOHA30J1);

* JleueHIe HEUTPOTEHUIECKUX OCTOKHEHUT — (hebpUuIbHOi
HelTporeHnu 6e3 JIOKaJIbHBIX 04aroB MHMeKImu (UK ¢ UX HaJIU-
Y1EM ) B COOTBETCTBHUH C TIPOTOKOJIOM IMITHPIUYECKON TPOTUBOMIK-
pob6HOII Tepanuu GedPIIbHOI HEHTPOIEHIH.
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3. Tmpparanuonnas Teparmust (ot 1,5-3,0 10 6,0 J1 costeBbIX pac-
TBOPOB) B COUETAHUN ¢ aJomypunoaoMm 0,3 T/cyT ¢ mesbio mpodu-
JIAKTVKY CUH/IPOMA MAaCCUBHOTO JIN3UCA OITYXOJIU.

4. [IpoTuBopBOTHAST Tepalust: peryian (METOKJIOIPaMU/) d—
10 Mr — 3—4 paza B cyTku niu 10 Mr BHYTPUMBIITIEYHO, BHYTPUBEH-
HO, MaKCUMaJbHasd cyTouHasd n1o3a — 60 mr; 3odpan (oHIACETPOH)
8 MI' BHYTPUBEHHO WJIU BHYTPb TIePe/l BBEJCHUEM dMETOT€HHBIX
(BBI3BIBAIOIIMX TONIHOTY W PBOTY) IPENAapaToOB € IMOCEAYIONIINM
BBesieHneM 8—4 Mr Kask/ibie 12 u; KuTpuJ (rpaHuceTpoHa r’upoOXJI0-
pum) 0,001 r 1Ba paza B CyTKM BHYTPh WJIN BHYTPUBEHHO.

IIpoTuBoonyxoseBasi xumuoTepanus. OObeM U XapakTep
npoTuBoOTYX0yeBoi XT orpeesissioT Ha OCHOBAHWY YCTaHOBJIE-
HUS TUTIA ¥ BADUAHTA OCTPOTO JIEKO03a, COCTOSIHUSI COMAaTHUECKOI
COXPAHHOCTH HAITUEHTA C UCIIOJIb30BaHUEM PA3JINIHBIX THKaJ (MH-
nexc Kapuosckoro, mkana ECOG) u unekcoB KOMOPOUAHOCTU
(B wactuoctu, CIRS) (npunosxenue 9, 10) u ero 106poBoJIBHOTO
coryiacust ¢ 06GbEeMOM JIeUEHN L.

B cayuasix TsKesbIx coMaTudeckux 3ab0sieBaHui, Bo3pacta
crapiie 65 jiet MoxeT ObITh OCyIllecTBIeHa najanatuBHast XT ¢
[EJThI0 YMEHbBIIEHUST MACChI OIYXOJH U CIEPKUBAHUS €e POCTa.
B penkux ciydastx OHa MOJKET IPUBECTH K PEMUCCUY 3200 I€BAHS,
HO Yallle BCETO PeYb UJIET O TIPOJITIEHNHN KU3HU B PAMKAX OITyX0Jie-
BOro 3aboJieBatust. [IpuMepoM NMaJIMaTUBHOM TepParuu SBJISETCSI
UCIIO0JIb30BaHKWE B MOHOTEPAIIMK MJIM B KOMOMHAIIMK TaKUX TIperna-
PaToB, KaK r’HAPOKCUKApOAMU/L, TTyPUHETOJT, INTOPabuH, 6-MepKari-
TOTYpHUH (THOTYaHWH ), TTMKJI0(hochan.

Panukanbuas XT nipesrosiaraeT jiedueHne B COOTBETCTBUHU C
MPUHSATHIM B KJIWHWKE TTPOTOKOJIOM JieYeHUsT U MO/[PA3yMeBaeT
MPOBE/IEHNE KOMILJIEKCA MEPOTIPUSTUH 110 TIOJIHOM apajiuKaiinn
OTIYX0JIeBOTO KJI0OHA M3 opranmama. Pagmkanpaas XT BrioyaeT
CJIeIyTOTI[ME TATIBL:

* UHAYKIUS (IOCTUKEHNE) PEMUCCUN;

* KOHcoJIUaIus (3aKperjieHe) peMUCCH;

* nojiepskuBaoniasd tepanud: X T B 1eproji peMUCCUU; B CJIY-
Yae BbICOKO/I03HOI KOHCOTUIAIIUY PEMUCCUHT XUMUOTEPAIIUS B T1e-
PHUO/T PEMUCCUU HE TIPOBOIUTCSI;

* TpobUJIAKTHKA HEWPOJIEHKEMUH.
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losa uurocraTuueckoro npenapara (tabu. 14.1) paccunrnisa-
eTcsl Ha OCHOBAHNH TIJTOMIA N TIOBEPXHOCTH TeJra:

S (m?) =V (macca (kr) x poct (em) : 3600.

C MoMeHTa JOCTIKEHUST TIePBOI PEMUCCUN TIPU OCTPOM JIeti-
KO3€ BEJYTCsI, C OJHOI CTOPOHDI, IIOMCKU ONITUMAJIbHO, Hanbo-
see adextuBnOl XT, a ¢ IpyTOIT — TPEATPUHUMATIOTCS TIOTTBITKN
000CHOBAHUST U BHEAPEHUsI PUCK-aJallTUPOBAHHON TepaI C 11e-
JIBIO YMEHbIIIEHUST TOKCUIHOCTH JIEYEHUST [TPU HAJTMY U U BADUAHTOB
6JIaTOIIPUSITHOTO MPOTrHO3a. B pesysbrate 6osiee yem 30-s1eTHETO
Pa3BUTHSA COBPEMEHHOH JIEHKO30JI0TUN YCTAHOBIEHA MAKCHMAJIb-
Hasi 3HAYUMOCTb JIJISl TIPOTHO3a OCTPOTO JieiKo3a 1IPesK/ie BCEro
MOJIEKYJISIPHO-TEHETUYECKIX MAPKEPOB HJIH COOBITUT, JIeXKAIINX B
OCHOBE BO3HUKHOBEHUS OITyX0JeBOTO KJI0HA. B ¢Bsi3u ¢ aTum BO 3-
kraccudukarusg (1994, 2004, 2008) paccmaTpuBaeT reHeTUYECKTE
aHOMAJIMU KaK OCHOBHOM KpuTepuii arddepeHIinainm BapuaHToB
OCTPBIX JIEKO30B.

14.2. OcTpble MuenongHble NermKo3bl U POACTBEHHbIE
HOBOOOpa30BaHUA U3 KNEeTOK-NpealwecTBEHHUKOB

Yerexu MoJIEKY IS PHOM OMOIOTMH TPUBEJIU K TOHUMAHHUIO TOTO,
4TO /111 00PA30BAHNUSI KJIOHA JIEHKEMIYECKUX KJIETOK C OTIpe/IesIeH-
HBIM (DEHOTHUIIOM TIPOUCXO/IAT TIEPECTPONKH TEHOB, KOIUPYTOITIX
(bakTopsl TpaHCKpUIIIINY, ¢ HapylIeHueM auddepeHInpoBKYu Mu-
eronnnbix kiaetok (RUNX1 CBFB nan RARA), a Takke myTa-
I[MM TEHOB CUTHAJIbHBIX OEJTKOB, HEOOXOANMBbIX JIJIsI TPOJIAdepaIium
1/MJIN BBIKUBAHNA KJIEeTOK Heormactnyeckoro kinona (FLT3, JAK2,
RAS, PTPN11, KIT). Ycranosjienrie 3HaYMIMOCTH 3TUX BHOBb OT-
KPBITBIX MYTaI[Uil FeHOB B PA3BUTUU JIEKO30B U UX CBSI3U € (DEHO-
TUTTUYECKUMU TIPU3HAKAMU TO3BOJIMIIO UJICHTU(UIIUPOBATH HOBbIE
HO30JI0TYecKre (HOPMbI OCTPBIX MUETIOUIHBIX JIETKO30B.

BO3-knaccudpuranus (2008) soigenuna cemb oarpymmn OMJI
U POJICTBEHHBIX HOBOOOPA30BaHUIT M3 KJIETOK-TIPE/INTECTBEHHI-
KOB.
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1. OcTpblit MUETOUTHBII JIEITK03 O CTAaOUIIBHO MOBTOPSIOIIH-
MUCS IUTOTEHETHYECKUMH aHOMAJTNSIMU:

* OMJI c t(8;21)(q22;q22); RUNX1-RUNX1T1;

* OMJIcinv(16)(p13.1;q22) mmr OMJI c t(16;16)(p13.1;q22);
CBFB-MYH11;

* ocTpHIfi mpomuemonuTapusbii mgeiiko3d (OILJI) c
t(15;17)(q22;q12); PML-RARA;

s OMJI ¢ t(9;11)(p22;q23); MLLT3-MLL;

* OMJI c t(6;9)(p23;q34); DEK-NUP214;

* OMUJI ¢ inv(3)(q21q26.2) nmm t(3;3)(q21;q26.2); RPN1-
EVIT;

* OMJI (merakapuobactabiii) ¢ t(1;22)(p13;q13); RBM15-
MKL1;

* OMJI ¢ mytupoBanHbIM TeHOM NPM1;

* OMJI ¢ mytupoBanubiM renoM CEBPA.

2. OcTpbIif MUETOUAHBIH JIEHKO3 C I3MEHEHUSIMU, CBA3aHHBIMU
C MUEJIOTUCTIIIA3HEI.

3. Muenouztbie HOBOOOPA30BAHNS, CBSI3aHHBIE C TEPATIHEIL.

4. OcTpble MUEIOUIHBIE JIEHKO3bI, He CrelnpUITNPOBAHHbIE
UHBIM 00pa3oM:

* OMJI ¢ MUHUMATBHBIMY NIPpU3HAKaMU UMD DePeHITNPOBKY;

« OMJI Ge3 IPU3HAKOB CO3PEBAHUS;

» OMJI ¢ mpu3HaKaM# CO3PEBAHMUST;

* OCTPBIII MUEJIOMOHOIUTAPHBIN JIEKO3;

* OCTPBIIl MOHOBJIACTHBIN /MOHOIIUTAPHBIN JTEHKO3;

* OCTPBIII 9PUTPOU/IHBIN JeKO3;

* OCTPBII MeTakaproOJIACTHBIH JIEKO3;

* OCTPBII 6a30(DUIBHBIIT JIEHKO3;

* OCTPBII TAHMUEI03 ¢ MUETOPUOPO30M.

5. Muenougnas capkoma.

6. MuesoniposdepaTBHBIE TIPOIECCHI, CBSI3aHHBIE C CHH/IPO-
MoM /layHa (Trpexostie aHOMaTIi MUEI0TI033a, OCTPHIN JIEHKO3,
yaie MerakapuoOIacTHBI).

7. OnyxoJb U3 OJIaCTHBIX TIA3MOIUTOUHBIX JE€HIPUTHBIX
KJIETOK.

1. OcTpblii MHETOU/IHBII JIEHKO3 CO CTAOUIBHO TOBTOPSIIO-
HMMHCS ITUTOT€HEeTHYe CKUMH AaHOMAJIUSIMH.
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OMUJI c t(8;21) (q22;q22); RUNXT1-RUNX1T1 cocraBisieT
0K0JI0 5% oT Bcex OMJI, BcTpeuaeTcs MpenMyIeCTBEHHO Y MO-
JIOBIX nanueHToB. /lebroT 3a001eBaHIs BOSMOKEH B BU/IE MUEJIO-
UIHOM reMaToCapKOMBI ¢ 6J1aCTO30M B KOCTHOM Mo3sre MeHee 20%.
[Ipeanosaraembiil HOpMaJIbHBIN TeMOTIO3TUYECKUI aHAJIOT — MUe-
JIOW/IHASI CTBOJIOBASI KJIETKA C IOTEHI[UAIOM HEUTPOMUIBHON ar-
(bepennupoBku. BracTHble KJIeTKM UMEIOT OTYETIUBBIE MOPDOITIOTH-
YyecKre U IIUTOXUMUYECKHe TPU3HaKy Mie1001acToB (b6asoduibHast
IUTOIJIa3Ma C a3yPOMUIbHON 3ePHUCTOCTHIO, TTAJIOYKU Ayapa).
HmmyHOoMeHOTHTT 6JIACTOB € BBICOKOI 9KCIIpeccreil MeMOPaHHBIX
anturenoB CD34, HLA-DR, ¢ HasimymemM "MMYHOJIOTMUECKOH MU-
enonepokcugasel (MITO) u CD13, cnaboii sxcnpeccueit CD33,
aKcIpeccueil rpanyonuTapabix anturesos CD15, CD68. Ha 6iac-
THBIX KJIETKaX BO3MOKHA 9KCIIpeccust JUM(MOUIHBIX aHTUTEHOB
CD19, PAX5, CD79a, cnabaga TdT, CD59.

3aboJieBaHme OTJINYAETCS BBICOKOM 4aCTOTOM JOCTU/KEHMS pe-
MUCCUH ¥ JITATETbHON BBIKUBAEMOCTHIO O€3 TIPU3HAKOB JIeiKo3a
B CJIy4ae KOHCOJUAAIMI BRICOKMMU J03aMu iuTopabuna. Mapke-
paMu HeOIaroTPHUSATHOTO TIPOTHO3a CYUTAIOT aKcIpeccuio CD56 u
MmyTanuio rena KIT.

OMUJI cinv(16) (p13.1;q22) unu OMJI ct(16;16) (p13.1;922);
CBFB-MYH11 xapaxktepusyeTcsl TpU3HaKaMi MOHOIIUTAPHOH 1
rpaHyJonuTapHoil auddepeHnnpoBKU GJACTHBIX KJIETOK ¢ Ha-
anuneM 5% u 6oJiee aTUIMYHBIX 903UHOMDUIIOB B KOCTHOM MO3TE.
Cocrasuisiet okoJio 5—8% ot Bcex OMJI. Betpeuaetcst Bo Beex BO3-
PACTHBIX TPYIIIAX, HO TIPEUMYIIECTBEHHO Y MOJIOJIBIX MAIUEHTOB.
[Ipeamnosaraembiil HOpMaJIbHBINM TeMOTIO3TUYECKUN aHAJIOT — MU-
eJIOU/THAST CTBOJIOBAs KJIETKA C TIOTeHI[nAIoM IuddepeHIImpoOBKT
B KJIETKW I'PAHYJIOIUTAPHOTO U MOHOIIUTAPHOTO PsiIoB. biacTHble
KJIETKY ¢ Iasioukamu Ayapa, He MeHee 3% 6JIaCTOB JAIOT TTOJIOKH-
tenpHyto peaknuio Ha MITO u Hecnieruuueckyio acrepasy. biac-
THBIE KJIETKU UMEIOT CJOKHBIA UMMYHO(DEHOTHTI, BISIBJISTIONIII
pasHble KJIOHBI B CTPYKTYPe OJIACTHBIX KJIETOK: KJIOHBI C BBICOKOI
akcmpeccueit CD34, CD117, k70HBI ¢ TpU3HAKAMU TPaHyIOIIUTAP-
Hoit nuddepenimposkn CD13, CD33, CD15, MITO-1103uTHBHBIX
KJIETOK ¥ ¢ TpU3HaKaMu MoHorTapHoi anddepentmposkn CD 14,
CD4,CD116,CD11b, CD11c, CD64, CD36. Bo3amosxHO Hasmumne
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JIOTIOJIHUTEJIbHBIX IIUTOTEHETUIECKUX aHOMAJIUI: TPUCOMUU 22 1
8 xpomocom, del(7q).

3aboJieBaHue OTINYAETCSA BBICOKON YaCTOTOM JOCTUKEHUS Pe-
MUCCUU W JUTATEIbHON BBIKUBAEMOCTBIO O€3 TIPU3HAKOB JIeiiKo3a
B cJIy4ae KOHCOJIM/IAINN BBICOKMMU /[03aMu iutopabuna. Hebua-
TOTIPUATHBIM MPOTHOCTUIECKUM MPU3HAKOM CUUTAIOT MYyTAIIHIO
rera KIT, 6;1aronpusiTHBIM — TPUCOMMIO XPOMOCOMBI 22 B KauecTBe
JIOTIOJTHUTETbHON aHOMaJINU.

Ocmpotii npomuenoyumapnvii aeuxos (OIIJ) c
t(15;17) (q22;q12); PML-RARA — runeprpanyiaspHbIi (TATIIY-
HBII ) BaDUAHT U MUKPOTPAHYJISIPHBIN (TUIIOTPAHYJISIPHBIN ) Bapu-
aHT — cocraiisieT 5—8% ot Bcex OMJI, BecTpeyaeTcst y Jiil CpeiHero
U CTapIiero Bo3pacra.

B xmmunyeckoit kaptune xapakrepen JBC-cunapom. [Ipn
MUKPOTPAHYJISIDHOM BapuaHTe BO3MOJKEH JIEHKOIUTO3 B TIEPU-
depuueckoii kposu. [IpeamomaraemMbiit HOpMaJbHBIN TEMOTIOITH-
YeCKUI aHAJIOT — MUEJIOUIHASI CTBOJIOBAs KJIETKA C TIOTEHIIUAJIOM
mudbepeHInPoBKY B KJIETKH TPAHYJIONUTAPHOTO paia. Bractasie
KJIETKH [IPU TUTIEPrPaHyJISIPHOM BapuaHTe HUMEIOT OOUIIbHYTO 3ep-
HUCTOCTH TEMHOTO I[BETA, YaCTO TIOKPBIBATOTILYIO S/IPO 1 JIEKATITYIO
M30JUPOBAHHO WJTH CKOTIEHUSIMU, TAT0uKu Ayapa B 10% KreToK.
slapa, 0oco6eHHO PU TUIIOTPaHYJISIPHOM BapuaHTe, — MOYK000-
pa3HoU cKyIamyaToit (hOpMBbI, HAITOMUHAOIIEH TI0 CTPYKTYPE sipa
MOHOITUTOUTHBIX KJIETOK. BacTHbIE KJIETKU NMMEIOT BBICOKYIO aK-
tusHOCTh MITO, xs1opaneraracrepasbl. ViMmyHoheHOTHIT 61aCTOB
¢ HU3KOM sKcmpeccreil Membpanabix anturenos CD34, HLA-DR,
CD11a, CD11b, CD18, cnaboii uau oTpuiiaTeIbHOI dKCIpec-
cueit rpanysonurapusix anturenos CD15, CD65. Xapakrepha
BhIpaskenHas skcnpeccus CD33, sapuabenpras — CD13, CD117.
Hanuuwue B 20% cayuaes skcnpeccun CD56 accomuupyercst ¢
HeOJIarompusiTHBIM MTPOrHO30M. B 11€J10M ITPOrHO3 OCTPOTO MpPO-
MUEJIOIMTAPHOTO JIeliKo3a GoJiee GJIaroNpPUsATEH, YeM IPH APYTUX
OMJL

OMUJI ¢ t(9;11) (p22;923); MLLT3-MLL (cunonum OMJI
¢ anomanuei 11g23) cocrasisier 0K0JIO 2% OT BCEX OCTPBIX MU-
€JIOUJTHBIX JIEK030B y B3pocbix u 9—12% OMJI y nereii. [1pen-
roJlaraeMblil HOPMaJIbHBIN TeMOIIOATUYECKU aHAJIOT — TeMOIIO-
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9TUYECKasi CTBOJIOBAS KJIETKA C TIOTEHIIMAJIOM MYJIbTHUIUHEHHOM
midbepeHITMPOBK.

B xnmmHnyeckoit kaptuae MoryT uMeTh Mecto [IBC-cunnpowm,
9KCTPaMeTyJISIPHbIE OTYXOJIH (TEMAaTOCAPKOMBI ), TH(WITBTPAIUS
neceH, Koxu. B ananuse nepudepudeckoil KpoBy Ipeob1agaor
MOHOOJTACTHI ¥ TIPOMOHOIINTHI. BracTHBIE KJIETKHM MOKa3bIBAIOT
OTPHIIATENbHYIO WK CJIabOTOMOKUTENbHYIO peakiinio Ha MIITO,
BBICOKYIO aKTUBHOCTb HapTUIdCTEPasbl, cadyIo Auddy3HYO WK
MeJIKoTpaHyJ IsipHyto PAS-peakiio. IMMmyHobeHOTHIT HJ1ACTOB €
BbICOKOIT akcnpeccueit CD33, CD65, CD4, HLA-DR u caa6oii
akcrpeccueit CD13, CD34, CD14. Y B3pocJibIX MTaIIMEHTOB BbISIBJISI-
I0TCS TIOBEPXHOCTHBIE AHTUTEHBI MOHOTIMTApHOTO pszia: CD14, CD4,
CD11b,CD11c, CD64, CD38, a B iuTOI1/1a3Me KJIETOK — JIU30I1M.
HauboJiee 4yacToli JIOMOMHUTENBHON IIMTOreHEeTUYeCKON aHoMasIneit
SIBJISIETCSI TPHCOMUST XPOMOCOMBI 8. TIporuo3 oTHocuTe IbHO OJ1aro-
MPUATHBIN: TTOKA3aTeN BbIKUBAEMOCTH TTpU aHHOoM (hopme OM.JI
Jiydiiie, 4eM Ipu APyTux Mytanusix reda MLL.

OMJIct(6,9) (p23;q34); DEK-NUP214 cocrasnster 0,7—1,8%
OMUJI, BcTpevaeTcst BO BceX BO3PACTHBIX IPYIITIAX.

B ne6rore 3aboseBaHust — KIMHUYECKU 3HAYNMAsS aHEMUS,
TpombouuToeHus, 6;1aCTO3 B KOCTHOM MO3I€e MOXKeT ObITh MeHee
20%. IlpenrioaraeMbiit HOpPMaJIbHBIN TEMOIIOITUYECKU T aHAJIOT —
reMOII03TUYECKask CTBOJIOBAS KJIETKA C TIOTEHIIUAJIOM MYJIBTUIIN-
HeltHo nuddepeHnpoBKy. biacTHbie KITETKN UMEIOT OTUYETINBHIE
MOP(MOTOrUYECcKIe 1 IUTOXMMUYECKUE TPU3HAKN MUETOMOHOO.Iac-
TOB: 6230(h1JI0B B IeprhepuIecKoil KpOBU 1 KOCTHOM MO3Te HoJiee
2%, namoukn Ayapa B 30% KJIETOK, MOJKET UMETh MECTO JTUCTLIA3HS
TPaHyJIOUTON093a U OPUTPOII0I3a, KOJTBIEBUIHBIE CHIEPOOTACTBI,
B O1actax nosoxuresnbias MITO, mumuaer, HadTuaacrepasa. Vim-
MyHOMEHOTHII 6JIaCTOB ¢ HaJn4YreM UMMyHosoruueckoit MITO,
skrcnpeccreit CD13, CD33, CD38, HLA-DR, CD117,CD34, CD15,
CD64, B 50% caydaes B sipax onpezensiercst TdT. ITporHos 3a6o-
JieBaHUsT HeOJIArOIPUSITHBIN Y JIeTeil U B3POCJIbIX.

OMJI c inv(3) (q21926.2) unu t(3;3) (q21;q26.2) ; RPN1-
EVI1 mosxet Bo3HUKATh U Kak nepBuuHbiii OMJI, u B pesysbrare
tpanchopmarinu uz M/[C. Cocrasisier 1-2% ot Bcex OMJI, varie
BCTPEUAETCs Y B3POCJIbIX.
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B kamHMuYecKkoil KapTuHe 0ObIYHO MMEET MECTO HOPMAJbHOE
WJIK TIOBBIIIEHHOE YHUCII0 TPOMOOIUTOB B TieprdepudecKkoii Kpo-
BU C HAJMYKMEM aTUITMYHBIX METaKapUOIIMTOB B KOCTHOM Mo3Te (¢
MOHO- 1IN OUJI0GAPHBIMU SIIPAMHK ) B COYETAHUK C MYJIBTUIIMHERHOI
JICIIa3ueit, anemueii, rernarociyieHoMmeranueit. immynodenotun
6s1actoB ¢ Bicokoi akcnpeccreit CD13, CD33, HLA-DR, CD34,
CD38. Mosxer 6b1Th abbepanTHas akcipeccuss CD7 u sxcpeccust
Merakapuorutapubsix antureioB CD41, CD61. IIporros mpu Tpa-
JUIMOHHON XUMUOTEPAIIUU HeOIATOIPUSTHBII.

OMUI (mezaxapuobnacmuoiii) c t(1;22) (p13;q13); RBM15-
MKL1 — cocrasisier 3% cpemu gerckux OMJI, IBJIsIsICh BPOKIEH-
HBIM JIETCKUM Merakapro0/IacTHbIM JIEHKO30M.

Kinanyecku iporekaet 6€3 MPU3HAKOB MUEJIOUCIIIIA3UH, Xa-
pPaKTepHBI yMEPEHHAs TeMaTOCILIEHOMETAN, JTEHKOIIUTO3, TPOM-
6onmronenus, Muesohudtpos. IMmyHnoheHOTHIT: 6J1acThl 9KCIIPec-
cupyior CD41, CD61.

B nonosiHeHme K cTabuIbHO TIOBTOPSIFONIMMCS IIATOT€HETHYEC-
KUM aHOMAJTHSIM, TAKUM KaK TIepeuncIeHHbIe TPAHCIOKAIINI U MTHBEP-
cun, npu OMJI B ciryyae HOpMATbHOTO KAPUOTUIIA BBISIBJIEHBI YACTO
BCTpevaroriyecs cuerugpuyecKie My Tallii FeHOB, B YaCTHOCTH F€HOB
NPM 1w CEBPA. I3yueHne 4acTOTBI BCTPEYAEMOCTH, TPOTHOCTUYEC-
KO 3HAUNMOCTH, ACCOTTUATINY MY TaITU I 9TUX TEHOB C OTPeIeIEHHOMN
MOPGOJIOTHIECKON 1 KIIMHUYECKOU KapTUHOH OCTPOTO JIEMKO3a CTaIn
OCHOBaHUEM [IJISI BbIleJieHusT pagHoBuaHocTeit OMJI.

OMJI ¢ mymuposannvim zenom NPM1 (cunonum OMJI ¢
nuTomIazMaTudeckuM Hykiaeodosmuuom (OMJI-NPMc)). My-
tauuss NPM1 8 12-m sx3oHe NPM 1 rena npuBoaut K abbepaHTHON
IUTOTLIa3MaTHIeCKOl aKcnpeccun Hykaeodosmuna (NPM), sas-
JISTIOTIIETOCS] CYPPOTraTHBIM MapKepOM JaHHON MyTtanuu. MyTtaiius
NPM1 nabmonaercs y 2—8% nereit ¢ OMJI u 27—-35% B3pOCIIBIX,
B 45—64% OMJI ¢ HOpMATBHBIM KapUOTHUTIOM, Yallle y JKEeHTIHH.
IIpeanonaraemplit HOPMaJIbHBIN TEMOTIOATUYECKUI aHAJIOT — re-
MOTIOATHYECKAS CTBOJIOBAS KJIETKA.

Kimnnueckn xapakrepta kaprusa nepsuanoro OMJI 6e3 nipe-
mectBytortero M/IC niau MITH, anemust, TpoMOOIIMTOTIEH S, BO3-
MO’KHBI TH(UIBTPAIIN JIeCeH, KOKH, TNMQOaTIeHOTATH, BBICOKUTT
6J1aCTO3 KOCTHOIO MO3Ia.
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Myranus NPM1 soisiBaisiercs B 80—-90% coryuaes npu OMMUJI
n OMownJI, a Takske mpu OCTPOM MHUETO0TACTHOM Jieiiko3e 6e3 BbI-
3peBaHMsl, OCTPOM IPUTPOOIACTHOM Jieiiko3e. [[MarHocTHIecKum
MapkepoM mganHoro Bapuanta OMJI cay:kuT "MMyHOTUCTOXUMHU-
veckast etekiyst NPM B iByX 1 6oJiee JIMHUSIX MU€EJIOTI093a (TpaHy-
JIOTITAPHON, MOHOITUTAPHO, 9PUTPOUHOH, METaKapUOIUTAPHOH )
Ha napaduHOBBIX OJIOKaX TperaHaTa KOCTHOTO MO3Ta ¢ TOMOIIBIO
MOHOKJIOHATTbHBIX aHTHTEN aHT-NPM. IMMmyHO(beHOTHTT 61aCTOB:
pU OTCYTCTBUM WK caaboit akcnpeccun CD34 skcrpeccust Mue-
souaabix antureHoB CD13, CD33, MPO, akcmipeccust MOHOTIUTap-
ubix anturenos CD14, CD11b, makpodaransroro anturera CD68.
B 40% ciryuaes OMJI ¢ NPM 1 myTaiiueii corpoBOXK/IAeTCsT My Tallu-
etirena FLT3-ITD. IIporaoz OMJI ¢ myTartueit NPM 1, HopMasibHBIM
KapUOTUTIOM TIPH OTCyTCTBUY MyTaru FLT3-1TD 6raronpusiTHBII,
cornioctaBuM ¢ iporaozom OMJI ¢ t(8;21), inv 16, 1 6os1bHBIE MOTY T
060iiTHCh €3 aJUIOTeHHOW TPAHCILIAHTAIIH B TEPBON PEMICCHN
OMUJI. ITporrosz OMJI ¢ myTarueit NPM 1 B coueTaHn# ¢ MyTalueit
FLT3-ITD xy:xe, HO Bce paBHO Jiyutire, uem mpu OMJI 6e3 myTarinu
NPM 1 wnu ¢ usonmpoBanHnoii mytanueii FLT3-1TD.

OMUJI c mymuposannvim zenom CEBPA (rern CEBPA otBeuaet
3a cuare3 CCAAT/Enhacer Binding Protein alpha) cosnamaer
¢ BapuantoM OMJI 6e3 BBI3pEBAHUs MU C BBI3PEBAHUEM, PEKe
¢ OMMJI uimn OMownJI. MyTtanun rena CEBPA nabJogatorcst B
6—15% OMJI u B 15—-18% OMJI c HOpMAJTBLHBIM KaPHOTUTIOM. VM-
MYHO(DEHOTHIT HJIACTOB: IKCITPECCHsT OTHOTO UJTH HECKOJIBKIX MU€-
souanblx anturenos CD13, CD33, CD65, CD11b, CD15, 06b14H0
¢ xko-skcnpeccuet CD34 nu HLA-DR. MoHomutapHuble aHTUTEHbBI
CD14, CD64 orcytcrByior. CD7 akcripeccuio BeigBASioT B 50—73%
ciydaes. [TporHO3 61aronpusITHBII.

2. OcTpblii MUEJOUIHBIH JIeHK03 C H3MEHEHUSIMH, CBA3aH-
HBIMH C MHEJIOAUCIUIA3HEH, — 5TO OCTPBLIil Jeitko3 ¢ 20% u Gosee
6JIACTHBIX KJIETOK B TepudepruuecKoil KPOBM U KOCTHOM MO3Te.
XapakTepHa Mopdosiornyeckasi KapTuHa MUEJIOAUCIIIIA3UN NN
npemmrectByiomasd ncropusd M/IC niam MuesoucniacTudeckoro,/
MUEJIOPOIN(hEPATUBHOTO HOBOOOPA3OBAHMSI, UJIU HAJIUYKE TeHe-
TUYEeCKUX aHOMaJINiA, accormrpoBanubix ¢ M/IC, m oTcyTcTBHE CTie-
UpUIECKNX FreHeTHYeCKUX aHoMaJsInii, XapakTepHbix 17151 OMJI co
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cTabUIILHO TIOBTOPSIIONMMUCS IUTOT€HETHYECKUMU aHOMAJTASIMU.
Ira kareropust OMJI B 0CHOBHOM HAOIIOAETCS Y TTOKIIBIX, PEKe
y zieTeit, cocraBisier 24—35% Bcex caydaeB OMJIL.

Jlmarnos yctanaBimMBaioOT IPY BBISBICHUN:

* 20% u Gosiee GacToB B epudepruuecKoil KPOBH UK KOCT-
HOM MO3T€;

* wiu npemectytoteit ucropun M/[C;

¢ ns M/[C-acconnrpoBaHHBIX I TOTEHETHYECKIX aHOMAJTNT:
HecOamancupoBanubix... —7 /del(7q—), —5/del(5q—), —13 /del(13q),
del(12q), coamancupoBanubix ...t(3;21), t(5;12), t(3;5);

* WU MYJIBTUJIMHEHON TUCTIIIA3UM;

* OTCYTCTBUS TIPEATIECTBYIONIEH ITUTOCTATHIECKON Teparnm
0 TOBOJLY JIPYTOTO 3a00/I€BaHMS;

* OTCYTCTBUS IUTOTEHETUYECKUX aHOMAJNH, XapaKTepPHBIX
st OMJI co cTabUIbHO TIOBTOPSIFOIIMMUCS IIATOT€HETUIECKUME
AHOMAJTISIMHU.

Kinnnyeckue pekomenaanuu Esponeiickoro oouiecrsa Meu-
muHckoit onkosioruu (ESMO) no euenmio OMUJI (2009). 11nan e-
YeHUST: MHLYKITMOHHAS M KOHCOJIUIUPYIOIIAs XUMUOTEPATTHS C IIEJTHI0
M3JI€YEHMS TT0 BOSMOKHOCTH B PAMKaX KITMHUYECKUX MCCTIEOBAHITH
U B CIIEIUATU3UPOBAHHBIX JIEUeOHBIX YUPEKIEHHSIX.

Nupyximonnasd Tepanns 10KHA BKITOYATh aHTPATTUKITUHBI
U nuTo3uHapabuHO3u L. IlanueHTsl, He OTBETUBINNE HA OJNH-/BA
1uKJa, mpusnaotcd pedpakrtepusiMu. [Ipn OILJI B maayKITMOH-
HYI0 XUMUOTEPAINNIO T0JKHA ObITh BKIFOUEHA TPAHCPETHHOEBAST
kucaorta. [emonoaTnyeckre KOJTOHUECTUMYIUPYIOIHE (haKTOPHI
MOTYT OBITH UCIIOJB30BaHbI 110 YCMOTPEHNIO Bpavya. VIX poJib B
paiiMUPOBAHUH JIEHKO3HBIX KJIETOK B ITPOTIECCE JIeYeHUsT TpedyeT
YTOYHEHUS.

[Ipn mocTmskeHUN KAMHUKO-TEMATOJOTHIECKON PEMUCCUN
JIOJZKHO OBITH TPOBEIEHO OT OJTHOTO JI0 HECKOJBKUX KYPCOB KOH-
conmmaupyiotieii reparnuu. K HactosiiiieMmy MOMEHTY He BBIpabOTaHO
UJIeaJIbHOM TeparieBTUYECKON TAKTUKY Be/ICHUS TTAIIUEHTOB TI0CJIe
MOCTUKEHUsT pemuccui. [Ipu Hammaun 61aronpusTHBIX (hakTo-
POB IIPOTHO3a B KaYecTBE KOHCOJIHUAIUY TIOKA3aHO MTPUMEHEHNE
BBICOKMX /103 IInTO3uHapabuHosuaa. Bee apyrue 6oabrbie ¢ HLA-
POJICTBEHHBIM JIOHOPOM SIBJISIIOTCST KAH/IUIATAMU JIJIST AJIJIOT€HHOM
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TPAHCIIAHTAIIMY CTBOJIOBBIX KJIETOK IIPH IepBOIi peMuccun. bosb-
HBIM C IPOMEKYTOUHBIM WJIH TIITOXUM ITPOTHO30M ITPH OTCYTCTBUU
POZICTBEHHOT'0 JIOHOPA ITOKa3aHa HEPOJICTBEHHAS AJJIOTeHHAsI TPAHC-
nantanys. Posb exxeMecsiaHON HoaepKuBaloNell Tepauy nin
BBICOKO/IO3HOI KOHCOJMMPYIOIIEeH XUMUOTEPAITNH € Ay TOJIOTUUHOMN
TpaHCTJIAHTAIMEeN CTBOJIOBBLIX KiIeTok mpu OMJI no cux mop gB-
JsieTcst criopHoil. [lommep:kuBaromasi XUMIOTepanust 1 BECAHOU]L
(ATRA) okaszannch BBICOK03(h(MEKTHBHBIMHI TOJIBKO TIPH OCTPOM
IPOMUEJIONNTAPHOM JIeHiKO3e.

14.3. OcTpble Nenkosbl HeonpeaeneHHOn
anddepeHumnpoBku (HeauddepeHumpyemble
M CO CMelaHHbIM ¢heHOTUNOM)

ITO PeJiKast KATErOpHsi OCTPBIX JIEHKO30B (0KOJI0 4% cJiydaes).
OHa 00beINHSIET CITyYau ¢ OTCYTCTBUEM JIMHEITHO crienn(uyecKux
aHTUTeHOB (OCTPBIH HeandbepeHITMPOBAHHbIH JTEHK03) U Caydan
9KCIIPECCHH AaHTUTEHOB HoJIee YeM OTHOM JIMHUK B TAKOH CTEIeH!,
KOTopas He TT03BOJIIeT OTHECTH JIEHKO3 K OMpe/IeIeHHON KIeTou-
HOI inHUM (OCTPbIe JIENKO3bI CO CMelllaHHbIM (heHoTunom). Ilpu
9TOM CyOCTpAaT OIYXOJIEBBIX KJIETOK TIPeACTaB/IeH JUO0 pasHbIMU
(AByMST) TIOTTY JISTIIUSIME GJTACTHBIX KIIETOK, JTHOO0 OTHO MOy JIsTInei
GJIACTHBIX KJIETOK, DKCIIPECCUPYIONIMX aHTUT€HbI Pa3IMYHbIX ([BYX
u 6oiee) munuii gruddepeHnnposru (MUEIOUAHOI, B-Kki1eTouHoi],
T-xmetounoit, MoHOIIUTApHOI ). VlcTOpWYeckn B MepBOM caydae
yIoTpeOIsiIics TEPMUH «OUIMHEHBIIT», BO BTOPOM — «OrdeHOTH-
MMUYECKUI OCTPBIN JICHKO35.

BO3-knaccudukanus (2008) Boigesnnia cieayonme BUIbI
OCTPBIX JIEHTKO30B HeollpeieTleHHoN AndhepeHITnPOBKU:

1. Octpoiit HearbGepeHITMPOBAHHbIIN JEHKO3.

2. OcTpolifi JTEeHKO3 €O CMEIMAHHBIM (EHOTUTIOM C
t(9;22)(q34;q11.2); BCR-ABL1.

3. OcTporii sefiko3 co cmemanubM dhenotumoM ¢ t(v;11q23);
MLL niepecTpoiKoii.

4. OcTpBlil JefiK03 o cMeManHbIM (peHoTuoM B-Muemon-
HBIM, HecTIelnpUIIMPOBAHHbII HHBIM 0OPa30M.
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5. OcTpblii JIeiK03 co cMeltaHHbiM (eHoTuoMm T-Mueaon-
HBIM, HecTeluUIIMPOBAHHbIIT HHBIM 0OPa3oM.

6. OcTphlii JIeliK03 cO cCMelTaHHbIM (PeHOTHIIOM, HecITelnpu-
[UPOBAHHBIN UHBIM 00PA3OM.

7. lpyrue.

Ob6s13aTeIbHBIMI MapKepaMu ISl JoKa3aTeIbecTBa Oosiee yeM
O/THOM JIMHEWHON MPUHAIIEKHOCTH OJIACTOB OHOMN MOMYJISIIIH
SIBJISTOTCS:

» muesioniabie anturensl (MITO, BoIsiBIeHHAST TTOCPENCTBOM
MIPOTOYHOM 1IUTOMIIOOPUMETPUH, IIUTOXUMUYECKN W UMMYHO-
TUCTOXUMWYECKH );

* MOHOIIUTapHBIE aHTUTeHBl (MUHUMYM 2 n3 crincka CD11c,
CD14, CD64, musonum);

¢ T-kyieTourble aHTUTEHBI (ITUTOILIA3MATHYECKAS UJIU TIOBEPX-
HocTHas akcrpeccuss CD3);

* B-xyetouynsie anTUTeHD! (cMIbHAA aKcipeccnss CD19 B co-
YeTaHWW C CUJIBHOI 9KCIIpeccueiil XoTst Obl OJJHOTO M3 aHTUTeHOB
CD79a, CD22, CD10 nm ciabas sxcnpeccust CD19 B couerannu
C CUJTbHOH 9KcIpeccreit XoTst Obl 1BYX 3 antureHoB CD79a, CD22,
CD10).

C y4eToM peIKoil BCTPeUuaeMOCTH OCTPhIX JIEMKO30B ATOI KaTe-
FOPUH U B IIEJIOM IIJIOXOTO ITPOrHO3a B OTHOIIEHUN BBIKUBAEMOCTH
B JIEYEHUU PEKOMEHYeTCs MCIO0JIb30BAHNE aJJIOTEHHOW TPaHC-
miantanuu ['CK.

14.4. llumdonaHble HOBOOGPa3OBaHUA U3 KIEeTOK-
npeAawecTBEHHUKOB: OCTPbIN NMMGOONacTHbIN
neuikos/numdoma

JIumbonabie HOBOOOPA30BaHUs U3 KJIETOK-TIPEAIIECTBEH-
HUKOB TTOAPA3eNIIOTCs 0 MpuHaAIekHoCcTH K B- 1 T-mumMdo-
10a3y Ha B- u T-kierounbie. Mopdosornueckum cybeTpaToM nx
COOTBETCTBEHHO SIBJISTIOTCS B-miM0O1acThl — mpeiecTBEHHUKN
B-numbomnoassa u T-mmumpodracTbl — mpeaecTBeHHUKN T-1uM-
domoaza. B- u T-mmpobracTsl MOPGHOTOTHUECKN HEPASTTINMBI,
MPEACTABJIAIOT COOOI KJIETKNU MaJIOr0 WJIM CPEIHETO pa3Mepa co
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CKY/THOW IUTOTJIA3MOM, YMEPEHHO KOHAEHCUPOBAHHBIM TN JTHC-
MEPCHBIM XPOMAaTUHOM U MaJT03aMETHOM (BIMU ) HYKJIEOJIOH (aMM ).

B caryuagx nmpenMytecTBEHHOTO TIOPAKEHMST KOCTHOTO MO3Ta
(6macTHBIX KJIeTOK 6Gotee 25%) 1 nepudeprdeckoii Kposu 3aboJie-
BaHIe MPUHATO 0003HAYATH TePMUHOM «B- rtn T-ocTpsrii sirmMdo-
GacTHBIN Jeiiko3» (eiikemust) (OJLJT). B ciydasx mpenmytiect-
BEHHOTO MOpakeHust TNM(MATHIECKUX Y3JI0B OTPeeTEHHON 30HbI
(tumyca ipu T-KJIeTOuHOM BapHaHTe ) WJTH HAJTUYKSI 9KCTPAHO1A b~
HOU 30HBI MH(PUIBTPAIINN OMYXOJIEBBIMU KJIeTKaMK 3a00JieBaHue
HasbiBaloT B- wim T-mumdobaactroit mumdomoit (JIBJT).

BO3-knaccudukanus (2008) Boigesnia cieayonme BUIbI
JUMGOUIHBIX HOBOOOPA3OBaHMIl M3 KJIETOK-IIPEIIIECTBEHHIKOB
(tabm. 14.2):

1. B-immdobnacthbiii neiikos /mumboma (B-OJIJI/JIBJT), He-
creruUIpPOBaHHBI HHBIM 00Pa3OM.

2. B-imumdobmacTbIil Jeiiko3/mumboMa co cTabUIbHO MOB-
TOPSTIOMIMUMUCST ITATOTEHETHYECKUMI AHOMAJTSIMU:

* B-OJUJI/JIBJI ¢ t(9;22)(q34;q11.2); BCR-ABL1;

e B-OJIJI/JIBJI ¢ t(v;11q23); MLL nepecTpoiikoii;

* B-OJUUI/JIBJI ¢ t(12;21)(p13;q22); TEL-AML1(ENV6-
RUNXT),

* B-OJIJI/JIBJI ¢ runepmionaueii (boaee 50, Ho merHee 66
XPOMOCOM B OJIACTHBIX KJIETKAX );

* B-OJIJI/JIBJI ¢ Tumionionanets;

* B-OJIJI/JIBJI ¢ t(5;14)(q31;q32); IL3-IGH;

* B-OJUJI/JIBJI ¢ t(1;19)(q23;p13.3); E2A-PBX1 (TCF3-
PBXT1).

3. T-numbobracTHBbII eiiko3,/IuMboMa.

IruonorudeckuM haxropom OJILJI cYUTAIOT TEHETHYIECKYTO
MPEPACTIONOKEHHOCTD.

Knunnueckn piia OJIJI, B otaimume or OMJI, Tunimyna 601b-
11231 BBIPAsKEHHOCTHh BHEKOCTHOMO3TOBBIX MOPAKEHUH C HAJTUIUEM
JuM(bOaIEHOTIATIH, TENATOCTLIEHOMETATNH, BO3MOKHOW NH(DUITH-
Tpanueil MO3TOBBIX 000JI0YEK, SUYEK Y MAJIbYNKOB, SUYHUKOB Y
neBouek. [[yist T-KJI€TOYHBIX BADUAHTOB MOTYT OBITh XapaKTEPHBI
MOPaKEHUST TUMYCA ¥ MeJIUAaCTUHAJbHBIX JTUMGPaTUIECKUX y3-
JIOB.
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Tabnuma 14.2

3nn11eM1/10.710mqec1me N MIPOTHOCTHYECKUE XapaKTEPUCTUKH
JII/IM(l)OI/IZlH])IX H03006pa303aﬂm7’[ U3 KJIECTOR-TIPE€AIIECTBEHHUKOB

BapuanTer OJLJI IMUIEMUOTIOT S IIporuos
B-OJIJI/JIBJI 80-85% B ctpykType | VY mereit 61aronpusiTHbIIH,
OJIJ1, 10% B cTpykTy- | usneuenue B 80%, y B3poc-
pe JIBJI JIBIX MeHee OJIATOTPHUSIT-
HblIi1, uzteuenne metee 50%
B-OJUJI/JIBJI ¢ |25% cpenu Beex B- HawuGouiee 110x0ii B rpyIiie
t(9;22) OJIJT y B3pocabIX 1 OJIJI/JIBJI
2-4% —y nereit
B-OJIJI/JIBJI ¢ | Haubosee yactorii Heb6naronpusTHpii
t(v;11g23) BapuanT B-OJLJly
nerett o 1 roma
B-OJIJI/JIBJI ¢ |25% B-OJLJ1y neteit | OueHb 61arompusITHBIH,
t(12;21) usjiederue y gereii Gosee
yem B 90%
B-OJIJI/JIBJI ¢ |25% B-OJLJ1 y nereii | OueHb 61aronpusTHbIA,
TUTIEPILION/ e usJeveHue y nereii bosree
yem B 90%. Tpucomust xpo-
MocoM 4, 10, 17 accortmupo-
BaHa ¢ Hanboee baronpu-
SITHBIM TIPOTHO30M
B-OJUI/JIBJI ¢ | 5% ot Bcex OJIJI Heb6maronpustHbii, yurie
TUTIOTLION/InEl [IPU YHUCJIE XPOMOCOM
44—45, Xy>Ke TIpU rarsion-
nuu (ducse Xxpomocom 23)
B-OJUI/JIBJl ¢ | Menee 1% ot Bcex He scen
t(5;14) OJIJ1
B-OJUI/JIBJI ¢ | 6% ot Bcex OJIJI Heb6marompustHbrii
t(1;19)

T-numdobiac-
THBIN JIEWKO03/
sumboma

Y nereit 15% B cTpyK-
type OJLJI, game y
MaJIbYHKOB-TIO/IPOCT-
KOB, y B3POCJIBIX 25%.
85-90% B cTpyKTYype
JIBJI

Xyske, ueM ipu B-OJ1JT
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[TutoxuMudecku B auMobaacTax OnpeaesioT OTPUIATE b
Hyio MITO. Tpanyibl B iiuToriazme JuM@o061acTOB MOTYT IaBaTh
MOJIOKUTEJIBHYIO peakIuio ¢ cyzianoM yepHbiM b. PAS-peakiiusg Ha
TJIMKOTEH TPanyJIsIpHAsa WX OTpUTIaTeTbHasA. Bo3MOKHA TTOJI0KH-
TeJIbHAsT PeaKIus Ha o.-HaTUIICTEPABY.

B auarnoctuxe OJIJI u JIBJI nanbosbiiee 3HaueHue UMeeT
MMMYHO(DEHOTUITNPOBAHUE TTOCPEICTBOM ITPOTOYHOM ITUTOMIII00-
puMeTpun 6J1acTOB TeprudepUIecKoit KPOBU U MyHKTaTa KOCTHOTO
MO3Ta UK UMMYHOTUCTOXUMUU TUCTOJIOTMUECKUX ITPENapaToB KOC-
THOTO MO3ra ¥ 6GHonTaToB omyxoseBoii Tkauu. /st B-OJLJ/JIBJI
XapaKTepHa dKcIpeccrs B-KIeTOUHbIX aHTUTEHOB, ITOSBJISIONINX-
csI Ha CTafinl B-KJIeTOK-TIpefecCTBEHHUI] M COXPAHIIONTNXCS Ha
nepudepuueckux B-kierkax. Ito CD19, nuroniazmaTnueckuii
CD79, CD22, a takxe CD10, memOpanubiii CD22, CD24, PAX5.
[MoxTBepskieHNEM TPUHA/IJIEKHOCTHU OITYX0JIEBBIX KJI€TOK UMEHHO
K paHnHUM B-knetkam, T.e. moareepskaeauem B-OJLJL/JIBJI, coy:xut
BbISIBJIEHUE B HUX (DePMEHTA TEPMUHAILHON JIE30KCUHYKJICOTU M-
tpancdepassl (TdT). IIpu aToM Bo3MOKHa BapruabebHast 9KCIIpec-
cust CD20, CD34, a Takke sKcIpeccusi MUEJTOUIHBIX aHTUTEHOB
CD13,CD33.

Il T-OJIJ1/JIBJI xapakrepha sxcipeccust TdT B coueranmum
C MaH- U «3peapiMuy» T-kaeTounbiMu anturenamu: CD7, murton-
gazmatndeckas CD3, BapuanTHas skcipeccus CD1a, CD2, CD4,
CD5, CD8. B 10% caryuaes BeistBasiior CD79a, 8 19-32% — CD13,
CDa33.



MNaea 15

HEXOA2KKHHCKHE (IHM®OMbI

15.1. O6wme cBegeHUsA: onpeaenieHne NOHATUSA,
KITMHUKA, AMarHocTuKa, ctagupoBaHue,
NPUHLMNbI Tepanuu

TepMUHOM «HEXO/KKMHCKast IUM(OMay Ha3bIBAIOT OOJIBIIIYTO
CEMbIO OIYXOJIEBBIX HOBOOOPA30BAHUI ¢ MOP(HOJOTHIECKUM CyO-
CTPATOM U3 TUM(MOIUTOB PA3JIUIHOTO UMMYHOJIOTHYecKOro Tuta (B
nim T(NK)) 1 pasnmuaHoro ypoBHS «3pesiocTi», COOTBETCTBYIOITE-
T0, KaK IIPaBUJIO, OTIPE/IEJICHHBIM cTaiusiM inddepeniimpoBku B- u
T-mumpornioasa. IToHsATHEM «HEXOMKKIUHCKASA TUM(DOMa» 00be/Iu-
Hs10T 3pesbie B- u T-kiaerounbie mumdoMbl (HOBOOOPa3oBaHus),
MCKTI0Yast TMM(MOMBI U3 KIETOK-TTPEIIeCTBEHHUKOB, KOTOPBIE 110
CyTH CBOEH IIPE/ICTABIISAIOT PA3HOBUIHOCTHU OCTPBIX JIEUKO30B (CM.
riasy 14).

Hexomxkunckue umdombr (HXJT) cocraBigior okoio 4,5%
OT BCeX 3JI0KaYeCTBEHHBIX omyxosieii yenoeka. B CIIIA 3ab6oeBa-
emoctb HXJI 8 2003-2007 rr. coctaBusia 19 va 100 Thic. HaceseHUs
B rofl. B uncie dpakTopos pucka BosunmkHoBenuss HXJI ormeuaior
HACJIEZICTBEHHYO ITPE/[PACIIOIOKEHHOCTD, Ay TOMMMYHHYIO MATOJIO-
TUI0, TH(PEKITNOHHbIE aT€HTHI, TIPEK/e BCETO BUPYCHI, PA3TIMIHbIE
(akTOpbI BHENTHEN CPEIbl U JIP.

BO3-knaccuduranms omyxoseii mumponHoi tkauu (2008)
BogessieT 6osiee 30 pa3sHOBUAHOCTEN 3peJIbIX B-KIeTOUHbIX HOBOOO-
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pasosanuii u 6osee 20 pasnosuzgnocreii apenbix T /NK-kaeTounbix
HoBooOpasosanuii. B crpykrype HXJI npeobaagator B-kireTounsie
HOBOOOpaszoBanus. K unciry Hanbosiee 4acTo BCTPEYAOIINXCS Ba-
puanToB oTHOCATCS: M dysnas B-kpymHokserounas sumboma
(/IBKKJT), Ha nosio kotopoii mpuxoautcs 10 30% 0T BeeX cirydaen
HXUI, domnukynsipuast iumdoma (DJ1) — 20%, MALT-mumboma
BKCTpaHOMATbHAS — 8%, XpoHndeckuii inmposreitkos (XJIJT) /mum-
doma uz maseix umborutoB (JIMJI) — 7%, mumdboma 13 KIeTox
MauTHitHOH 30HbI (JIM3) — 6%, tumdoma Beprurra (JIB) — 2%,
HOJIATbHAST TMM(pOMA U3 KIIETOK MAPTUHAIBHOM 30HBI — 2%, JIM-
dormmazmorurapHas sumpoma (MakporaodyanHeMust BasibieH-
crpema) — 1%. Cpenn 3pesbix T/NK-kiaeroutbix HOBOOOpa3oBa-
Hull HanboJiee YacThlil Bapuant — mepudepudeckas T-kiaeTouHas
sinMpoma (8% B CTPYKTYPE HEXOKKUHCKUX JIUMPOM).

Kimuuyeckue nposiienust. [Ipu BceM MHOTOOOpa3u UMMY-
HOJIOTMYECKUX BaPUAHTOB 3PEJOKIETOYHBIX JUMGMOM NX KIMHU-
YeCcKUe PasJindusi ONpe/esIII0TCS MECTOM TIEPBUYHOM JIOKAIU3AIUT
OTTYXOJIEBOTO POCTa M TTPOMepaTUBHON aKTUBHOCTHIO OITyX0Jie-
BBIX KJIETOK.

HXJI moryT nmponcxoauTsb 13 auMMonHoi TKaHu JuMbaT-
YeCKUX Y3JI0B U JAPYTrUX JUMMOUIHBIX OPraHOB (CeJe3eHKa, TH-
MYC) — HO/IaJIbHbIE BAPUAHTHI; KOCTHOTO MO3Ta — JIeHKeMU4ecKue
BApUAHTHI, TUM@POUAHON TKAHU HETUM@POUAHBIX OPraHoB (GKeJry-
JIOUHO-KUIIeYHbIN TpakT, Koxa, ITHC, 6poHxoserouHsiii anmapar
U JIP.) — 9KCTPAHO/IAJIbHbIE BAPUAHTBI.

B cayuagax nepsruHoro nmopaskenus 1nMQGONIHON TKaH! KOC-
THOTrO MO3ra (XpoHU4YecKuit uMdoJIeiikos, BOJI0CATOKIETOUHbBII
Jetiko3, T-KkaeTounsIii mpoanMOIUTapHbIi JIetiko3, T-KIeTOUHbIT
JIeiK03 13 OOJIBIINX TPaHYJISIPHBIX JTUMMBOIMTOB) 3a00JieBaHUE
MMeeT JIEHKeMUIeCKUIT XapaKTep, T.e. yke B 1e6ioTe MaHu(peCTH-
PYeT MOSIBJIEHNEM OITyX0JIEBBIX KJIETOK B TiepuhepuiecKoii KpOBH,
KaK MPaBIJIO, C YBEJIUIEHUEM O0IIEro KOJTUIECTBA JIEHKOIUTOB.
B nosaaux craaustx 3ab0JeBaHust Oy X0JieBast MH(MUIBTPAIHsT KOC-
THOTO MO3Ta TIPUBOANT K HEOCTATOYHOCTH HOPMAJTHbHOTO KOCT-
HOMO3TOBOTO KPOBETBOPEHWSI, YTO OOYCJIOBINBAET IIUTONEHUIO B
aHasmse mepudeprdeckoii KpoBU (aHeMUsI, HEUTPOITEHUS, TPOM-
GOIUTOIIECHUS).

277



Yactb 3. OHKoremaronorus

B cayuasx mepBUYHOTO TOpakeHUsI BHE KOCTHOTO MO3Ta
B KJIWHUYECKOHN KapTUHEe Ha TEPBBIH MJIaH BBICTYyMAaeT CUMITOM
«+TKaHb», T.e. yBeJIUUYeHNEe JUMMATIUECKUX Y3JI0B WA OTyXO0Jie-
BBI POCT J110060i1 JIOKaIM3aun. D10 TpeOyeT sl OIPeIe/IeHIS ero
reHe3a 9KCIU3UOHHON (JIUMGpATUIECKUH y3€1) WU TTyHKITUOHHOM
(mopaskeHue opraHa MJIN TKaHK) OMOICUU C MOCAeLYIONIM 1C-
cJieloBaHUEM TOJy4YeHHOro Matepuasa. [Ipu atom kimHUYeckue
MIPOSTBJIEHNST MOTYT BKJIIOYATh CUMIITOMBI HapyIIeHus (QYHKIINT
MOPA)KEHHOTO OPTraHa, B TOM YHUCJE M3-32 CUHIPOMA C/IaBJIEHMS,
CUMTITOMBI CIaBJIEHWS HEPBHO-COCYANCTHIX MYIKOB, CAABIEHU
OKPYZKAIOIINX OPTAaHOB U JIP.

B zaBucumocTn ot mposmmepaTuBHON aKTUBHOCTH OITYXOJIEBBIX
knetok HXJI mosipasnensioT Ha WHI0JeHTHBIE (MeIJIEHHO TIPOTrpec-
CUpPYIOIINe) U arpeccuBHbIe TUMGOMBL. THIOTEHTHBIE TUMQOMBI,
K uncyry Kotopbix otHocstT XJIJI/JIMJL, DJI, iumboMb 13 KIETOK
MaprUHATBHON 30HBI, KAK TTPABUJIO, TPOSIBIAIIOTCS TUMbOoaTeHona-
THe, He TPUHOCSIIEH KaKUX-TO JAOTIOJHUTENbHBIX OeCIIOKOICTB.
[ToaTomy amarmo3 4acTo ycTaHaBAWBAeTCS yKe Ha CTaIuN BOBJIE-
YeHUs B TIPOIECC KOCTHOTO MO3Ta M JIasKe HA CTa[IUU TIOSIBJIEHUS
[UTOTICHNUTT (aHEeMUS, TPOMOOIIUTOTIEHHST ). ATPeCCHBHBIE TUM(OMBI,
BKJIIOUAIONINE TIPesKe Becero aumbomy bepkurra, mumbomMsbr mpo-
MeXyTOUHOI cTeniern 3mokadectBeHHOCTH (JIBKKJIL, JIM 3),9acto
COTIPOBOKIAIOTCS BBIPAXKEHHBIMU CUMIITOMAaMU WHTOKCUKAIIUU,
HAJIMYMEM 9KCTPAHOMAMbHBIX 09aroB JUMMOUIHOTO TTOPaKEH,
npexze Bcero co croponsl JKKT, ITHC, koxxu, 1erknx.

Bue 3aBucnMocTi OT 30HBI IEPBUYHOTO MTOPAKEHNS KINHIKE
HXJT npucyiu yHUBepcaabHble KIMHUYECKUEe CHHIPOMBI, 00yC-
JIOBJIEHHBIE OMTyXOJIEBBIM TMTOPaKEeHNEM JTUM(PONTHON TKAHN:

* CUMIITOM «+TKaHb» — IIPU3HAKK OITyX0JIEBOTO POCTA B JIM-
HOMIHBIX OpraHax WK B JIIOOBIX IPYTUX OpraHax U TKaHSIX;

* CUH/IPOM (CUMIITOMBI ) OITyX0JIEBOI MHTOKCUKAIMHU — ITOXY-
JlaHve, TOTJIMBOCTD, CyO(hedpuInTeT;

* CUH/IPOM (CUMIITOMBI) MOPAKEHNUS UMMYHHOH CUCTEMBI —
UMMYHOAe(UITUT, KOTOPHIT MOKET IPOSBIISATHCS KaK HapyIIeHueM
MPOTUBOMUKPOOHO 3alUThI, TAK U 8y TOUMMYHHBIMU OCJIOKHEHHU-
IMU U ieheKTaMU TPOTUBOOITYX0JIEBOTO MMMYHUTETA, C (hOPMUPO-
BaHUEM «BTOPBIX» OIMYXOJIEH.
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JAuarnocruka u cragupoBanue. BoisiBieHNe 0JHOTO U3 BBIIIIE-
MEPEYNCACHHBIX KINHUIECKIX CUMIITOMOB CJIYKUT OCHOBaHUEM
JUIST KITIMHUKO-T€MaTOJIOTHYECKOTO 0OCIIeI0BAHIS B COOTBETCTBHM C
QJITOPUTMOM JUATHOCTHKHM OHKOTEMATOJIOTHYECKOTO 3a00ICBAHIISI.
[luarHocTuueckuii mpoiiecc OCYMIeCTBIISIOT C 1IeJIbIO:

1) Ha3BaTh 3a60JI€BaHNE HA OCHOBAHIN HO30JIOTHIECKOIT KJ1ac-
cudukanun (BO3, 2008);

2) ompeIesnTh CTaAnio 3a00IeBaHMs Ha OCHOBAHUN KJIACCH-
duxaru D Apbop;

3) yCTaHOBWTD TPYMITy PUCKA HEOIATOMPUSITHOTO TPOTHO-
32 HA OCHOBAHUU MEKIYHAPOAHOTO IIPOTHOCTUYECKOIO MHEKCA
(MII).

MakcuManbHO JeTalu3upOBAHHBIN HO30JIOTMUECKUL TUAarHO3
C YCTaHOBJIEHWEM CTa[iK 3a00JIeBaHMsI U TPYIIIBI PUCKA HeGIaro-
MPUSTHOTO TTPOTHO3a SBJISIETCSI OCHOBOH /IJIsT OIIPe/ie/ieHUsT OTITH-
MaJIbHON TaKTUKM JiedeHust. [ebio Teparmiu MoKeT ObITh M3JIede-
HUE, YTO BO3MOKHO B CJIy4ae arpeccuBHbIX TuMdom. OiHaKo varie
PeUb UIET O IOCTIZKEHIH PEMUCCHN 3a00I€BaHIISI C MAKCUMATbHBIM
IIPOJIOHTUPOBAHUEM BPEMEHU /10 PELUINBA.

Yemanoenenue nozonozuneckozo ouaznoza aumpomot.
OrpezieironuM MEeTO/IOM YCTAaHOBJICHHST HO30JI0TUYECKOTO JTha-
rHO32a — UMMyHoJsorndeckoro sujga HXJI — asisercs skcuusu-
oHHast Guorcus TMMMATHIECKOTro y3J1a UK OMyX0JIE€BO TKaHU C
MOCJIEAYTONUM MOP(MOTOTHIECKUM 1 UMMYHOTHCTOXUMIYECKIM
HCCJIeIOBAaHUEM CPE30B MapadUHOBBIX OJIOKOB C ONpe/IeIeHHbIM
HabOPOM MOHOKJIOHAJBHBIX aHTUTe . B Tabuite 15.1 mpencrasie-
Ha MUHMMAaJbHAS ITaHEJIb MOHOKJIOHAJIBHBIX aHTUTEJ, UCIIOIb3Yye-
Mast 1uist i depernuanun Hanbosiee YacTbIX BAPUAHTOB 3PEJIBIX
B-kierounsix iumdom. B Tabuuiie 15.2 mpe/ictaBieHa MUHIMATb-
Hasl TaHesIb MOHOKJIOHATBHBIX aHTUTEJ, UCTIOTb3yeMas 171 tndde-
peHImanuu Harboree YacThix BapuanToB 3pesibix T/NK-KIeTouHbIX
suMpom.

Yemanoenenue cmaduu 3a6oneeanus (0o6bemMa O1yXoJIeBOit
MacChl) OCYIIECTBJALIOT MOCPEACTBOM PA3IMUHBIX METO/IOB BU3Y-
aJIbHOM inarHocTuky ¢ obsi3aresbaoil KT Bcex 30H JIOKaIU3aIim
JMbaTHIeCKO TKaHu (1Iest, PyAHast KIeTKa, OPIONTHAs TI0JI0CTb,
MaJIblil Ta3, M0 MoKa3aHUSIM roJOBHOU M03T). [Ipu mogo3penunn
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Ha BosJieyenne JKKT rmokazanbl 9HIOCKOIIMYECKUE UCCIIEOBAHNI
(OT/1C, ®KC). st uckioueHust opaKeHusi KOCTHOTO MO3Tra
OCYIIECTBJISIIOT GUITaTEPAJILHY O TPETAHOOUOTICHIO M ITyHKITMOHHOE
ncciefIoBaHNe KOCTHOTO MO3Ta.

B 3aBucuMocTH OT pactipocTpaHeHHOCTH Tpoliecca JTUMGMOMbI
Pa3IEesAIOT TI0 CTAIUAM B COOTBETCTBUY C KIacCuUKaITeH, TPIHS-
Toil BT. DuH Ap6op (Ann Arbor, CIITA) 8 1971 r. — nepBoHavyaabHO
JUIST CTaAupoBaHus TUMGMOMBI X O KKITHA.

B coorBercTBum ¢ kiaaccudukanueit IuH Apbop, Boiaesaior I,
I, 111, IV craguu uMdombl, A — 6e3 CUMIITOMOB MHTOKCUKAIINH,
B — ¢ cumrntomaMu UHTOKCUKAIIMY B BUJIE:

* HeoObICHUMO TIoTepH Beca OoJiee ueM Ha 10% 3a 6 Mecsiiien
JI0 YCTAHOBJIEHUS IUATHO33;

* HeOObACHUMOM Jiuxopaaku Bbie 38°C;

* [IPOJIUBHBIX HOUHBIX ITOTOB.

I cmadus: mopaskeHne OfHOM TPYTIBI TUMMATUIECKIX Y3T0B
WJIN OTZIEJIBHOTO 9KCTPAHONAMbHOTO yyacTKa uian oprana (1E).

«E» — manmame skcTpaHoAaIbHOTO YyIaCTKA TIOPAKEHUS, OT-
JICJIEHHOTO, HO PSIJIOM JIESKAIETO0 ¢ OCHOBHBIM JINM(OUTHBIM KOH-
TJIOMEPATOM.

II cmadus: nopakeHvie ABYX Wi 6oJiee TPy TNMGpaTHIeCKIX
Y3JI0B TIO OFTHY CTOPOHY auadparMbl WJIH JOKAJbHOE BOBJIeUEHIE
OJTHOTO HKCTPAHOAIBHOTO OPraHa Ujn y4acTKa, CBI3aHHOTO C pe-
TMOHATbHBIME TMM(AaTHUECKUMU Y3JIaMu, ¢ BOBJIedeHreM (1iu Oe3
HETO0) JIPYTUX Py AuMdaTuIecKux y3J0B 10 OJHY CTOPOHY OT
madparmbl (ITE). MoskeT 6bITh yKazaHO KOJIMYECTBO OPaKEHHbBIX
rpymi aumMbarnueckux y3suoB, Hanpumep 113.

IIT cmadusi: BoBiedeHMe TPy TUM(baTHIECKNX Y3JI0B 1O pas-
HbIE CTOPOHBI InadParMbl, KOTOPOE MOKET TAKIKE COMTPOBOKIATHCS
JIOKQTbHBIM 9KCTPAHOIATBHBIM TIOPAKEHNEM OPTaHa MM y9acTKa
(IT1IE), cenesenku (I11S), wiu oboux (ITIS+E).

IV cmadus: nuccemuarpoBantoe (MyabTH(OKAIBHOE) TTOpa-
JKEHUE OJIHOTO MJIu GoJiee IKCTPAHOMAIBHBIX YUACTKOB, BKIIOUAsT
KOCTHBIII MO3T, ¢ TIopaskeHrueM JuMdarnyecknx ysaos (uau 6e3
HETO0) WJIW U30JIMPOBAHHOE MTOPAKEHNE IKCTPAHOIATTHHOTO OpraHa
C TUCTAHTHBIM (HEPEeTrnOHATHHBIM ) TTIOPaKEHNEM TPYIIIHI TuMda-
TUYECKUX Y3JIOB.
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IKcTpaHOaIbHBIE TTOPAKEHHUST 1[e1ec000pasHO 0603HAYATh
OYKBEHHBIMI CMBOJIaMU Yepe3 3HaK «+»: N — nuMmdarnueckue
y3abl, H — neuenp, L — nerkue, M — KoCTHBIN MO3T, S — cesie3eHKa,
P — mespa, O — xoctn, D — xosxa.

Hasmmuue oryxosieBoro o6pa3oBaHusi B OHOIN 30He, HO 00JIb-
IUX pa3MepoB auamerpoM Gosee 7—10 M, TpuHIATO 0603HAYATH
tepmunoM bulk u otHocuts k IV cTaguu 3aboseBanus.

Yemanoenenue epynnovt pucka nediazonpusammozo npoznosa.
I[Tos HEGMATONIPUSITHBIM ITPOTHO30M T10/[PAa3yMEBAIOT BEPOSITHOCTD
KOPOTKOW TIPOJIOJIKUTENbHOCTH JKIU3HU MTOCJIe YCTAHOBJIEHMS JIa-
rHo3a. Crajust 3a6oJieBatust, 6€3yCJIOBHO, UTPAET 3HAYMMYTO POJIb B
IJIaHe IPOrHO3a U3JIEYeHUST UJTH IIPOJIOJIKUTEIbHOCTY JKU3HY U SIB-
JISIETCST OIHUM M3 HarOoJIee BasKHBIX PEHOTUITMYECKHX TIPU3HAKOB
[PU OTPe/IeJIEHIH MEKIYHAPOHOTO MPOrHOCTUYECKOTO UH/IEKCA
(MIIN, wiu IPT). Ha ceropHsiinHuii geHb paspaboTaHbl CHCTEMbI
nojcuera MITU st DJI, JIBKKJL u JIM3. B uuciio npusnakos/
(hakTOpPOB HEOIATOTIPUSATHOTO TPOTHO3a HA MOMEHT YCTaHOBJICHUST
JIMArHO3a BKJIIOYEHBL: CTajinst 3a6oseBanust o DHH ApGop, BO3pacT,
KOJIMYECTBO AKCTPAHOAATBHBIX MOpaskeHuil, yposetb JI/IT, obiiee
cocrostine 60sbHOTO 10 TiTKaste ECOG (npunosxkenne 9). [Tpu DJI
YCTAHOBJIEHO ITPOTHOCTUYECKOE 3HAUEHUE HAJTNYMSI aHEMUU U YPOB-
Hs1 B2-MUKPOTIO0YIMHA.

Kpome peHoTrnmueckux mpusHaKkoB, ONPeeIsoniee TPOrHoc-
THYECKOe 3HAUeHNe UMEIOT FeHeTHUeCKrne aHOMAJIUH, JIeKallie B
ocHoBe JTUMbOoMbL. OITHAKO ITUTOTeHETUYECKUE UCCIIE/IOBAHMS IIPU
JsuM@oMax He OTHOCSITCS K KaTEropuu pyTUHHBIX TecToB. CTaH-
JIapTHAs IIUTOT€HETUKA HEBBITIOJHUMA 110 TEXHUYECKUM ITPUIUHAM
(oMot T TT0XO0 fenates ), a FISH-meTon moka mamo focTyren.
O/1HaKO TeHeTUYeCKe aHOMAJIMK COITPOBOK/IAIOTCST AKCIIPECCHeit
COOTBETCTBYIONIMX AaHTUTEHOB Ha KJIETOUYHONW MeMOpaHe U MOIyT
OBbITH BBISIBJIEHBI ITPY UMMYHOTHCTOXUMHUYECKOM MCCJIEI0OBAHIH
nocpeacrsom CD (ta6ur. 15.3).

YcraHoBJIeHA TIPOTHOCTUYECKAsT 3HAYMMOCTH 9KCIIPECCUU
psina onkoreHoB. B wactnocTn, axcrpecenst bel-2 mpu JIBKKJT
ACCOIMUPOBAHA ¢ HU3KOU BBIKUBAEMOCTBIO, bcl-6 oHKOreHa mnpu
JIBKKJI — mapkep KJIeTOK TePMIUHATHBHOTO IIEHTPa — MPETUKTOP
6J1arOIIPUATHOTO OTBeTa Ha Tepamnuio 1o nporpamme CHOP. [IBoii-

285



Yactb 3. OHKoremaronorus

Ta6banuma 153

Koppensiiun XpoMOCOMHBIX aHOMAJIHIi C THCTOJIOTHEN, aHTUT€HHOIH
peapaH:KHPOBKOH U dKcIpeccueii OHKOTeHOB npu B-KieTouHbIX

sumdomax
[Tutorenetnueckue | [mcromornvecknii |  AHTHUTEHHas | DKCIPECCHs
AHOMAJINU BapUaHT peapamkipoBKa | OHKOTEHOB
t(14;18)(q32;q21) | DJI, ABKKJI, IgH bcl-2
MALT-mumdoma |IgH MALT-1
t(11;14)(q13;q32) |[JIM3 IgH bel-1
t(1;14)(p22;q32) | MALT-numdoma |IgH bel-10
t(9;14)(p13;q32) | JIILJI IgH PAX-5
8q24 JIb 1 BapuaHTbI c-myc
t(8;14)(q24;32) IgH
t(2;8)(p11-12;q24) Ig-x
t(8;22)(q24;q11) Ig-\
t(3;22)(q27;q11) | ABKKJI Ig-x Bcl-6
(LAZ-3)

Hast aKcrpeccust bel-2 v c-myc ipu B-xeTouHbIx immgomax — 1mio-
X0l mporHocTudeckuii paxkTop. Beicokuii mporent Ki-67 mo3utus-
HBIX KJIETOK — MapKepa KJIeTOYHOU TpoJindepanuu — sBIsIeTcs
HebaaronpusaTHbiM akrTopoM s JIBKKJIT u JIM 3.

YceTanoBieHne uarHo3a JuMQGOMBI COMTPOBOKIAETCS 00sI-
3aTeJbHBIM OTIpeiesienreM (YHKIIMOHAJBHOTO COCTOSIHUST BCEX
JKU3HEHHO BaKHBIX OpraHoB. Kpome Toro, B ciiydae IiaHupyeMoro
WCIIOJIb30BAHUS MOHOKJIOHAJIBHBIX aHTUTEJ, MIPEK/IE BCETO aHTHU-
CD20 — purykcumaba, B 00s13aTe/IbHBIN TIepedeHb 1abopaTopHOTo
00CJIe/I0BaHNST BKITIOYAIOT TECTDI JIJIST OITPE/IEIEHISI MAPKEPOB Terla-
tuta B (HBsAg, antutea HBcor) u C (antutera HCV).

Ipusnmune: tepanuu. OCHOBaHKMEM [t BHIOOPA ONITUMAJIbHOM
TAKTUKU JieueHUsi TUM(BOMbI CJIYKUT JIeTa/IU3NPOBAHHbIN AMATrHO3
C YCTAaHOBJIEHNEM UMMYHOJIOTHYECKOTO BapraHTa (MIMMYHOTHUCTO-
xumust), craauu 3abosesarus (MCKT Bcex 30H, TpenaHoOHoICHst
obsizatesibHa B carydae bulk, uronenn 8 OAK), ¢ onpenesenvem
KosmgecTBa haxtopoB pucka (MITI).
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Jleuenune mmM@pOMBI BKITIOUAET HETIOCPECTBEHHO ITPOTUBOOITY-
XOJIEBYIO T€PATTNIO M COTIPOBO/INTEIBHOE JIeYeHWE, HATIPaBJICHHOE Ha
MPeI0TBPaIeHIe NITU KOPPEKITUIO HAPYIIIEHUI, CBI3aHHBIX C CAMOT
auMpOMOH, a TaKKe ¢ ee ledeHrneM. Bo3aMoKHOCTH TPOTHBOOITYX0-
JIEBOTO JieueHUst IMM(OM YHUBEPCATHHBI ¥ BKJIIOYAIOT:

* XUMUOTEPAINIO — OCHOBHOU BUJI JICUEHUSI;

* JIYYEBYIO TEPAITHIO;

* XUPYPrudecKoe uccedyeHmne ommyxou;

* UCIIOJIb30BaHME OMOJIOTHYECKIX ar€HTOB: MOHOKJIOHAJIbHBIX
AHTUTEN, THTEP(HEPOHOB;

* ayTOJIOTUYHYIO 1 ajiorennyio tpanciantanuio [CK.

3anocsennue 30 eT ot6op HanboJIee ONTUMATBHBIX PEKUMOB
JIeYeHUs OCYIIECTBIISIETCS C UCTIOJb30BAHUEM METOJIOB /10Ka3a-
TeJHPHON MeTUTTNHBI Ha OCHOBAHUHN KIAMHUYECKUX UCCIeTOBAHNN.
Cy1ecTBeHHBIH TTPOPHIB B 3(D(HEKTUBHOCTH OBLI TOCTUTHYT He
yepe3 HapaliBaHle NHTEHCUBHOCTHU O30BBIX PEKUMOB, a B pe-
3yJibraTe mojakadeHuss K XT OHOJOrMYecKuX areHTOB — MOHO-
KJIOHAJIbHBIX aHTHUTET, U Tpeskie Beero antnCD2(0 — purykcnmaba
(MabTepbr) — ¥ YKOPOUYEHUsI MHTEPBAIOB MeXK /1y Kypcamu 10 21 u
14 nueit, pebytonux noakmoderust [-KCD mysa npodumaktuku
HeUTpoIeHnn. YKopodeHre nutTepBaJa o 14 gHeil mpu 1oarospe-
MEHHOM aHaJu3e He MOKa3aJ0 MPENMYIIecTB Tepe/l NHTEPBAIOM
21 neHb.

XUMIO-MMMYHOTEPaIHst HOCUT KypPCoBoii xapakTep (tabu. 15.4).
KonuuectBo xkypcoB (4, 6, 8) pernmameHTUpPyeTCs TTPOTOKOJIOM Jie-
yennd. [lo 3aBepmiernn KypcoBoil TPOrpaMMBbl OCYIIECTBIAIIOT
MPOLEAYPY PECTAAMPOBAHUS C TEJTHIO OTIPEIEJIEHUS TTIOTYYEHHOTO
pesyJibTaTa JJedeHns: TOTHAS PEMUCCHS MJIN YaCTUIHAS PEMUACCHUST —
C WCII0JIb30BaHUEM MeTOI0B Bu3yanbHol nuarnoctuku (MCKT
BCEX 30H PACHOIOKeHUs TuMGBONIHO# TRaun ). [Ipu o6HapyKeHn
OCTAaTOYHBIX PA3MEPOB ONYXOJIU B 30HE MEPBUYHOI JIOKAINU3ATTIU
BO3MOJKHO MCTIOJb30BaHMe JydeBoil Teparmmi. [lyg onpenenenns
B ouare akTUBHO MPOJU(EPUPYIONNX KIETOK TPUMEHSIOT TTO3UT-
ponno-amuccronnyio ToMorpacduio (119T). B cryvae BorsaBrenns
AKTUBHO METaOOIM3UPYIOIINX KJIETOK, T.€. pepPaKkTePHOCTH JNM-
(hoMbI K cTaHAAPTHON XUMUO-UMMYHOTEPAIUHU, UK B CJIy4ae BO-
300HOBJIEHUSI OITYXOJIEBOTO pocTa (PEIUANB) TTOKa3aH Mepexojl K
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OcHoBuble Kypcol XT is TeyeHns: HEXO/PKKMHCKUX JTUMPOM

Kypc (pesxum)

[lo3za mpemaparos

[IyTb BBesienuS
1 9acToTa

CVP=*pury-
KcuMao

Huxmodoc-
an

Bunkpuctun

[Ipennuzomnon

Purykcuma6

CHOP+puryxk-
cuMad

[uxmodoc-
dan

Jlokcopy6u-
IUH

OHKOBUH
(Bunxkpuc-
THH)

[Ipennuzonon

Purykcumab

CMED
Huxmaodoc-

(an

MetoTtpekcar
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750—1000 mr/m?
1,4 mr/m? (maxkc. 2,0 Mr)

100 mr wm 100 mr/m?
375 mr/m?

Kypc noBTopstercst kaxaprit 21 neHp

750 mr/m?
40 mr/m?

1,4 mr/m? (maxc. 2,0 mr)

40 mr/m? nim 100 Mr B Z1eHb,
nian 100 mr/m? B 1eHDb

375 mr/m?

Kypc nosropsiercst uepes 21, 14 aueii (I-KCD)

2000 mr/m?

300 mr/m?

B/B xamembHo, 1-i
JIeHb

B/B cTpyiino, 1-ii
JieHb
Buyrtps, 1-5-i1 1eHb

B/B kanemnbHo, 1-i
JieHb

B/B kanemnbho, 1-ii
NICHD

B/B 6osmocHo, 1-ii
JIeHD

B/B crpyiino, 1-ii
NICHD

Buyrpn, 1-5-ii ennb

B/B kanemnbHo, 1-i
JieHb

B/B kamnemnsno, 1-i
JieHb

B/B kamnemnsno, 1-i
JIeHb, yepes 24 4 jeil-
KoBOpuH 15 M B/B
Kaskbie 6 d,

12 BBemeHUN
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Oxonuanue mabn. 15.4

Kypc (pesxkum) [lo3a mpemnapaToB ITyTb BBeenMs
U 94acToTa
ITOMO3UL 400 mr/m? B/B xanenbno, 1-1,
2-11 neHb
JlexcamerasoH | 20 mr/m? Buytps, 1-5-ii neHp

Kypc nosropsiercst kaxpie 14 guei, 6 mukios, ¢ [-KC® u npodu-
JAKTUIECKUM TTPHEMOM (DIFOKOHA30J1a, AalIUKJIOBUPA U OWCENTOIA

FCR

Oaypapabun |25 Mr/m? B/B, 1-3-i1 newb

[ukrodoc- 300 mr/m? B/B, 1-3-ii nenn

dan

Purykcumab | 375 mr/m? B/B kanennno, 1-it
JICHD

Kypc moBTopsetcs kaxbie 28 maHeit

FCM+R

Oaypapabun |25 Mr/m? B/B, 1-3-ii nenb

[uknodoc- 200 mr/m? B/B, 1-3-ii nenb

dan

Merorpekcar |6 mr/m? B/B, 1-ii nenb

Purykcumab | 375 mr/m? B/B kanenbo, 0-it
JICHD

Kypc moBropsetcs xkaxpie 28 maHeit

R-B

Purykcumab | 375 mr/m? B/B kamnesnbHo, 1-it
JICHb

Benmamycrun |90 mr/m? B/B xanenbho, 1-1,
2-1 neHb

Kypc moBTopsiercst Kaxx/pie 28 pHeit

XUMHUO-UMMYHOTEpanuu «cracenusi» (tabi. 15.5). Ierecoobpas-
HOCTh UMMYHOTEPATINH PUTYKCHMAOOM ITOCJIe TOCTUKEHUST MOJTHOMN
WJIW YaCTUYHOM PEMUCCHUHU € TIOMOIIBIO METOJIOB J0Ka3aTeJbHOMN
MeJUITUHBI YCTAHOBJIEHA TOJTBKO 1T MHAOJEHTHBIX TUMQOM, B
gacraoctu DJI.
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OcHoBHbIe Kypcebl XT «cnaceHust> NpH HEXOIKKHHCKUX UMb omMax®

DHAP
[Iucrmatru

[Turopabun

Jlekcamera-
30H

ESHAP
ITOMO3M/L

Como-Men-
poa (meTuJt-
PEeIHNU30JI0H )

[uTtopabun

[Tucrratia

Kypc [lo3za mpemnaparos [TyTb BBeseHUs U YacTOTA

(pesxum)
EPOCH
ITOTo3u]L 50 mr/m2B sierb |96 4 B/B unby3us, 1-4-ii 1enpb
OnkoBun 0,4 mr/m? B ierb |96 4 B/B undysus, 1-4-ii nenp
(Bunkpuc-
THUH)
Jlokcopy6u- |10 Mr/m? B ieHb |96 u B/B undysus, 1—4-ii neHb
IIUH
[Mukaopoc- | 750 mr/m? B/B karenbHO, Ha 5-i1 JIeHDb
an
[Ipennusonon | 60 mr Buytpb, 1-5-ii neHb

Kypc nmoBropsiercsa kaxapiii 21 1eHb, 103a 9TOM03KIa, JOKCOPYOUIINHA,
ukaodochana peayrupyercs va 20% B KaKIOM UK€ TIPU TOCTHKE-
HUuU HelTporeHnn HuKe 0,5 ThIC. /MKJI

100 mr/m?
2 1/m?

40 Mr

Kypc moBropsetcs uepes 21, 28 mareit

40 mr/m?
250-500 mr

21/m?

25 Mr/m?

Kypc noBropsiercst kaxapie 14—21 nenp

24 4 B/B undysud, 1-it 1eHp

3 4 B/B uHdy3us kaxapie 12 q —
2 03Bl B JIEHD

B/B, 1—-4-ii nenp

1 4 B/B undysus, 1-4-it neubp
15 mun B/B undysust, 1-5-it nemnb
2 4 B/B uHby3ust Ha 5-i1 ieHb

96 u B/B undysus, 1-4-ii 1eHpb
(obmas go3a 100 mr/m?)

*Kaskablil Kypc MOJKET COMPOBOKAATHCS WH(Y3HEH puTyKcrmMadba.
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15.2. 3penble B-kneTo4yHble HOBOOGpa3oBaHUA

B-kJierouHbie HOBOOOPA30BAHUSI C YIETOM CITOCOOHOCTH OMyXO0-
JIEBBIX KJIETOK K BBI3PEBAHIIO OTPAKAIOT CTaINU AN PEPEHITUPOBKU
B-mumdoniuros. B-nmumbonoas HaunHaeTcs ¢ B-kiaeTku-mpesiiect-
BeHHUIIBI, Wi B-mumdobiacTa, ¢ JoKaausaiueil ee B KOCTHOM
MO3Te — IIeHTpaJbHOM opraHe B-nmumdornossza. Iton cranuu nud-
(bepeHITPOBKY COOTBETCTBYET JIUM(POMA U3 KJIETOK-TIPEITeCTBEH-
nut — OJIJI/JIBJL. Tocnenyiomas auddepentirposka B-imumdboriu-
TOB C peapaH;KUPOBKOI FeHOB MIMMYHOTJIO0YJIMHOB IIPOTEKAET JINO0
B KOCTHOM MO3Te, JI0O0 B Tiepudepudeckux JuM(GOUIHBIX OpraHax.
ITo Mas0 OCHOBaHIe HAa3BaTh COOTBETCTBYIONIIE HOBOOOPA30OBAHIIS
n3 B-kieTok 3penbivu, nim nepudepudeckumMu, B-KiIeTouHbIMY HO-
BOOOpaszoBaHMAMM. B-KieTka B MHTEPhOJUIMKYJISIPHOM 30He reprde-
pudeckoro mumbougHoro oprara (JI1Y, cenesenka, meiiepoBbl OJIAIIKN
JKKT) mpoxonut ctagnu HauBHOM B-KeTKY (ee OTIMIaeT HATMINE
CD5 perenitopa, MTOMUMO petienTopa mnaxB-kiretounoit auddepen-
1poskr CD19), skcTpado Ky asipHoro 61acta, KOPOTKOKUBY LTI
IJIa3MaTudecKoi kiaeTku. B dhomukyasapHoit 30He, comepKanieit
oKy IIpHBIE TEHAPUTHIECKIE KIETKH, B-KiIeTKa IpoXoIuT cTa-
TN KJIETKU 30HbI MAaHTUH (KJIETKA OTHOCUTCS K HAauBHOU B-KieTke
¢ vammuriem CD35 pertenrropa), 1ientpobiiacra u menTpormra. Ou-
HaJIbHBIE cTaIun AUBdepeHITMpPoBKN B-KIeTOK TPOTEKAIOT B ITepH-
hosmuKyIApHOIl 30He W BKIIOUAIOT TOJTOKUBYIIIE TIIa3MaTHIeC-
KHe KJIETKH, CEKPETUPYIOIIE MMMYHOTTIOOYIMHBI BCEX KJIACCOB, U
B-xmetxku maMsaTu, w IuM@OIUTH MAPTUHAIBHON 30HBI.

Cormnacao BO3-kmnaccuduranuu (2008), ¢ yaeToM pacroso-
JKeHUsT B-kyieTok B mpotiecce BhI3peBaHUs 3pesble B-KieTounble
HOBOOOPa30BaHUsI TIOPA3/IESIOT Ha HOBOOOPA30BaHUSI U3 KIIETOK
MperepMeHaTuBHOTO IeHTpa (MaHTUIHO-KIeTouHas JuMdboma),
repMeHaTUBHOTO 1eHTpa (osmukyasipHas aumdoma, suMboma
bepxurra, /IBKJLJI, tumdoma XomKKIHA) U TOCTTEPMITHATHBHOTO
nenTpa (JIM3/MALT, ntumdbonnazmonnrapras mumboma, B-XJLJ1/
JIMJI, ABKKJI, HoBOOGpa3oBaHKs U3 TIa3MaTUYECKUX KJIETOK ).

C y4eToM COBPEMEHHBIX JIOCTUKEHUN UMMYHOTEHETUYECKUX
mucrmmand BO3-kraccudpuranms (2008) soizenser 60see 30 Ba-
PHAHTOB 3peJbIX B-kieTounbix HOBoOOpasoBaHuii (* — HeycTo-
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SIBIIUECST TEDMUHBI, BAPHMAHTHI HOBOOOPA30BaHUIl C HEIOCTATOYHO
Pa3IMINMBIMI TTPU3HAKAMU ):

* XpoHuveckuit TuM@oeitkos,/auMdoma U3 MaIbix JUMMO-
IIUTOB.

* B-niposimMmdonnTapHblii JeiHK03.

¢ Jlumpoma cenesenKr U3 KJIETOK MAaPTUHATBHON 30HBI.

* BosocaTokyieTOuHbIN JIeHKO3.

* Jlmmpoma/netiko3 cene3eHkn, HeKaaccubumpyemas ™,

* [ludpdysnas mumdoma n3 manbix B-nmumborutos kpacHoii
Ty JIBITBI CETIE3EHKM ™:

BOJIOCATOKJIETOYHBIH JIEIKO3 BapUaHT™.
¢ Jlumpommazmorutaptas suMboma:

Makporso0ymHeMust BasbeHcrpema.
* bose3nu TsKebIX Terelt:

60JIe3Hb TSKEbIX albga-1iernei;

60JIe3Hb TSIKEJIBIX TaMMa-Tiellei;

60JIE3HD TSIKEJIBIX MIO-TIETIE.

¢ [L1azMoxsIeTOYHAS MIETOMA.

» CosnMtapHas MJIa3MOITUTOMA KOCTEH.

* BHexocTHAS TIJIA3MOIIUTOMA.

* JKcTpaHoabHAS TMMGMOMA U3 KJIETOK MaprUHAIbHOM 30HbI
MyKo3a-accorurpoBauHoii aumMbonaHoi Tkanu (MAJIT-mumdbo-
Ma).

¢ Jlerckasg nopampHAsA ATUMGbOMA MAPTUHAIBHON 30HbBI*,

» Dosmukyasgprast TuMboma.

¢ Jlercrasg dponmmkyagpras auMmdoma*,

* [lepBuunas KoxHast TMMbOoMa U3 KJIETOK (POJITUKYJISIPHOTO
IeHTpa.

* ManTuitHO-KJIeTOoYHast TuMbOoMa.

* Iluddysnasa B-kpymHokmeTounas smmboma.

» JIlumpoma Bepkurra.

* B-knerounas muMboma HeKIaccubuImpyeMast ¢ KIMHIIeC-
KOU KapTUHOM, TPOMEXKY TOUHOI Mesky uddys3Hoi B-kpymHokre-
TouHoi TuMdomoii n mumdomoti bepkurra.

* B-kierounas mumboma HekIaccuguimpyeMas ¢ KIMHIYeC-
KO KapTUHOM, TPOMEXYTOUHON Mesk Ty muddysHoit B-kpymHokte-
TOYHOI JTUM(OMOIT U Kj1accudeckoii TuM@omoii Xo1KKNHA.
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15.2.1. XpoHHn4eCcKn#l anMdonenKo3/anmMmepoma
M3 MadabIX AMMEOLHUTOB

ITO OIyX0JIeBOE HOBOOOPa3oBaHue MOP(HOJOTUIECKH 3PEJIBIX,
HO IMMYHOJIOTUIECKU HE3PEJTbIX, MOHOMOP(MHBIX KPYTIIBIX U CJIETKA
HETTPABUIIBHON (DOPMBI «MaJTBIX» TUM(OIIUTOB ¢ B-KaeTounoit nud-
(bepentmposkoii. [Ipossiigercs mporpeccupyonmM HAKOTLIEHUEM
9TUX KJIETOK B epudepuIecKoiit KpOBU, KOCTHOM MO3re, TuMdaTu-
YECKHX y3JIaX, Cesle3eHKe, ¢ HeOOJIbIIO IIPUMECHIO TPOIMM(bOIIUTOB
U apauMMyHOOJIaCTOB, 06pasyoInX MpoJrdepaTuBHbIE IIEHTPHI B
TKaHeBbIX MHOMIBTpaTax. TepMuH «smMbomMa 13 MasTbrx TUMQOIIN-
TOB» TIPUHSITO UCIIOJIb30BATh /17151 0O03HAYECHUST HEJIEHKeMIU3UPOBaH-
HBIX CJTyYaeB, KOT/[a 30HOM MTePBUYHOI JIOKAJIU3AIIH OITyXOJIEBOTO
pocta aBagioTcs nepudepudeckre TuM@aTUIecKue y3Ibl.

XJIJT — nauboJiee yacTo BeTpevaolnasicst (hopma reMob1acTo-
308 (1pubM3uTEIHBHO 0K0JI0 30% cpeau Beex Jieiiko30B B EBporie
u CIIIA). BoseroT yarie My:KYUHbI, KaK MpaBujo, mocyae 40 mer.
Oxkouo 70% marnmenTtos 3a6oseBaoT Meskay 50 u 70 rogamu, cpei-
HU#T BO3pACT K Havasry 3a00JieBaHuUsT COCTABJISIET 5 JIET, U TOJBKO
menee 10% 3abGoseBatoT B Bozpacte 10 40 sier. HekoTopbie aBTOpbI
OTMEeYaIoT, 4To B niocsesmue rojpl XJIJ1 y sui monoxe 35 set ne
SIBJISIETCSI UCKJTIOUUTETHHON PEKOCTHIO.

V6enurenbHbIX JaHHBIX O BIAUSHUU (haKTOPOB OKPYIKAOIIEi
cpenbl Ha puck pa3Butus XJIJI Het. ITO eIMHCTBEHHBIN JIEHKO3
B3POCJIBIX, TIPA KOTOPOM He I0Ka3aHa CBsI3b C MOHU3UPYIONIei pajgu-
aruelt, IpueMoM JIeKapCTBEHHBIX CPEJICTB WU XUMUKATOB. Peraio-
muil Bkaaa B pazputue XJ1JI BHocsAT HaciaenacTBeHHbie (PaKTOPHI.

Kmunuyeckue npossiernsi. CUMITTOMbI 2UNEPRIACTULECKO20
CUHOPOMA BKIIOYAIOT aOCOJTIOTHBII JTMMQOITMTO3 B aHAIN3€ MIEPH-
dhepuueckoii kposu (GoJbire 5,0x10° /1), iuMboaseHONATHIO TEpH-
(hepryecknx u BUCIepaIbHBIX TUMpaTIUecKnX y3a08. OHM TITOT-
HO3JIaCTUYECKON KOHCcUCTeHIIMH, Oe300/1e3HeHHbIe, CMellaeMble,
He CIIAsTHHbIE C OKPYIKAIONUME TKaHIMU, pazmepamu ot 0,5—1 10
3—5 cM 1 boJiee, MHOT/IA B BUJIE TTAKETOB, OTPE/IE/ISIEMbIX BU3YaIbHO.
BosMoskHO yBesmuenne cesie3eHKN 1/ WH MTeYeHn. JHaYNTeTbHOe
yBeJIMUEHYE BUCHEPATbHBIX INMMDATUUECKIX Y3JI0B, CEIe3€HKH, Tie-
YEHU MOJKET BBI3BATh CaMble Pa3HOOOpas3Hble HAaPYIIeHUsT (DY HKIHH
BHYTPEHHMX OPTaHOB, 00YCIIOBJIEHHbBIE UX CIABJIEHUEM.
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B nosaaux cragusix 601e3H1 UMEIOT MECTO CUMNIMOMbL ONYX0-
JIe6OU UHMOKCUKAYUY B BUJIE HOYHBIX MTOTOB, TIOXyAaHus1, cyOhes-
punurera. Ummynodeuuyummnniii cundpom oOYCIOBIIEH, TIPEKIE
BCEro, HAPYIIEHUSIMU I'YMOPAJbHOTO UMMYHUTETA B BUJIE TUIIO-
UMMYHOTJIO0yInHeMIH (4acThie POCTYAHbIe 3a00JI€BaHusT, HH-
(bexiuss MOUEBBIBOASIIUX MyTEH, HAKJIOHHOCTD K JIJINTEIbHOMY
3aKMBJIEHNUIO KOKHBIX paH, repretndeckas nHdekims). Takxe
OTMEYaeTCsl HAKJIOHHOCTD K BTOPUYHBIM OITYyXOJISIM U Ay TOUMMYH-
HBIM OCJIOKHEHUSIM (TeMOJIUTHYECKAst aHEMHST, TPOMOOTIUTOTIEH ST
Y TPAHYJIOTIUTOTICHST ).

B nosaaux craausix 601€3H1 MOTYT UMETh MECTO AaHEMUST, TPOM-
GOIUTOIEHUSI, TPAHYJIOIUTONEH S, 00yCI0BIEHHbIE TUMMOUTHOI
MeTaIrasueil KocTHoro mosra. IIporpeccupoBanue 3a00JieBaHUsI
MPOSBJIAETCS B HEKOHTPOJUPYEMOM POCTE OMYXOJIEBOH Macchl 1
6oJiee 3JI0Ka4eCTBEHHOM MEPEPOKAEHUN MOP(HOTOTHIECKOTO CyO-
crpata (cunapom Puxtepa — tpancdopmanms B /[BKKJI). Ognako
yarie GOJIbHBIE He JJOKMBAIOT JI0 9TOTO MOMEHTa, TIOTHbast OT MH-
(PeKITMOHHBIX OCTIOKHEHUT.

Knaccudukamus XJ1IJI no cragusm. Cy1iecTBYyIOT /IBe COBpe-
MeHHbIe crucTeMbl cTaanpoBanusd XJIJI. Onna n3 HUX mpeiokeHa
Brepsbie B 1975 1. Rai (CIITA) (tabu. 15.6), apyrast omny6MKoBaHa
B 1981 1. Binet (EBpona) (tabm. 15.7). B ocHOBY 06eux KJaccu-
(bukanuit NOJOXKEH €/[UHBII NPUHIIAIL: YyYeT MAacChl OITYXOJIU U
HaJIMYWe WU OTCYTCTBUE YIHETEHUS 3/I0POBBIX POCTKOB KPOBET-
BOPEHUS.

Hauanvnvie cmaduu XJUJT o6benungior ctaauu A u B o Binet
u 0, I, IT cragum o Rai B cayuasgx oTCyTCTBUSI CUMIITOMOB OITyXO-
JIEBOW MHTOKCUKAITU.

Ilo30nue cmaduu XJIJI BkatouatoT ctajuu 1o Binet A u B ¢
CUMIITOMaMU OIyX0JieBOM mHTOKCUKamuu u craauio C, cragun 11
no Rai ¢ cumnromamu u craguu [11—1V.

luarnoctuyeckue kpurepuun XJLJI:

1. O6uwmit anaaus KpoBu: abCOIIOTHOM AUMMOIUTO3 B IIEPU-
dhepuueckoii kpou — GoJibiie 5,0x10° /11 co 3pesIoKIeTOYHOI MOp-
dosorueit 1MMMOINUTOB.

2. UmmyHOMeHoTHTIHpOBaHNE JEHKOIMTOB TieprudepriecKoit
KPOBU: KOMITO3UTHBIN uMmmyHoMGenotur: CD5+ (T-kretourbrit an-
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Ta6bnuma 15.6

Craaun xpoHnyeckoro JuM@osieiikosa mo Rai

Cra- | Kareropus Kpurepun Memunana
Vs | pHCKa BBIKHBAEMOCTH
0 |Hwuskas AbcomoTHbiii mumdonuTos (um- | >10 ger

dommros Goubie 5,0x10° /71
B TeueHne 4 HeJemb)

I |IIpomexy- | AGCOTIOTHBIH TUMMOTINTOS, TUM- | 7 JIeT

TOYHas (oanenonarus
IT |IIpomexy- | AGCOTIOTHBIN TUMMOIUTOS, 7 1eT
TOYHas criieHoMeranus, +/— aumdoase-
HOTIATHS
IIT |Boicokass | AGcosmoTHbIA TuMMOINTOS, 1,5 rona

anemust (Hb menbine 110 v/, 6e3
CBSI3U C Ay TOUMMYHHbBIM TEMOJIN-
30M), +/— aumdoaneHonaTus nin
CIJIEHOMETaJIHsT

IV |Boicokasg | AGCOTIOTHBIN JUMQOIUTOS, 1,5 rona
TpombonuToneHus (TpoMOOIUTOB
menbire 100x10°/11, 6e3 cBsasu ¢
AyTOMMMYHHBIM TPOMOOITUTOJIH-
30M), +/— anemus, +/— cIIeHOMe-
ranud, +/— muMboaeHonaTua

TUTEH ) U OTCYTCTBUE APYTUX MaH-T-KIeTounbIx MapkepoB, CD19+,
CD23+, CD20+ (cnabast sKcpeccus ), HU3Kas IJIOTHOCTD 9KCIIPEC-
CHUH TTOBEPXHOCTHBIX UMMYHOTIO6YIMHOB (SIg).

3. [l1 onTUMU3aLMK TEPALIUU U [IPOrHO3a HeoOX0AUMA IIpe-
e Bcero auddepertmaabaasg IMarHOCTUKA ¢ TAM(OMOI 30HBI
MaHTUU U JTUMGPOMON cee3eHKHN U3 KJIETOK MaprUHAJIbHOW 30HbBI
(merexmusa t(11;14)).

4. B cirydae M30IMPOBAHHOTO OBICTPOTO JIOKAJTBHOTO POCTA OITY-
XOJIY TIOKa3aHa OMOTICHSI LISt UCKITIOUeHUsT cCHuHpoMa Puxrepa.

5. TpermanoOMOTICHST BBITTOIHSAETCS TPU HAJTUYUHU IIUTOTIEHIIT B
neprdepruiecKoii KpoBH.

6. [lJ1s1 IepBUYHOIO CTAAUPOBAHUS HEOOXOAUMBI TIIATEIbHbII
cbop aHaMHe3a, TTa/Iblalus JUMOaTHUeCKUX y3JI0B Beex nepude-
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Ta6bnuma 15.7

Craauu xpoHuuyeckoro JuMdosieiiko3a mo Binet

Crajus [Tokazaresin KpOBU 3ownbl 0- | Meauana BbIKHU-
paskeHus* | BaeMOCTH, JIeT
A Temorsio6un >100 r/i1, Tpom- | Menbiue 3 | Bosbiie 10
6ormtoB >100x10°/1
B Temoro6un >100 /i1, Tpom- | Bosbie 3 7
6orros >100x10°/1
C Temoro6un <100 r/nwnn | Jlio6oe 2

TpomborToB <100x10° /1

* — 30HBI ITOPpaKEHUA: TOJIOBA, HIeAd, aKCHUJIJISIPHbIE U ITaXOBbIE 06JIaCTI/I,
yBeJm4yeHune cejie3eHKU, IMe4YeHun.

PUYECKUX TPYII, OlpejiesieHre TUTPA NHQPEKITMOHHBIX areHTOB
(Bupycos remarutoB u CMV).

Jleuenue XJIJI

1. Ilpomugoonyxonesas mepanus 6 COOmMeencmaul C pexo-
menoavusmu ESMO (2009).

B navanpubix cragusax XJIJI crangapTHoe JieueHre COCTOUT B
BBUKHM/IATEIBHOH TAaKTUKE C KOHTPOJIEM aHATN3a KPOBH 1 OCMOTPOM
HarueHToB oauH pa3 B 3—6 mecsiten. [Ipu ObicTpOM Tporpeccu-
poBannu (yIBOCHME YHCIA JEHKOIMTOB MeHee yeM 32 6 MecsI1ieB)
HAUYMHATOT JIeUeHUE KaK B TIO3/[HUX CTA/IUSIX.

[Toxazanusamu 1715 MPOTUBOOIIYXO0JIEBOHU TePAITNH CIIY KaT: Ha-
JIMYWE TO3/THEH CTAJINH, a TAKKE BhIPasKEHHbIe B-cMIITOMBI, 1TUTO-
TIEHUH, He SBJIATIONINECS CIECTBUEM Ay TOMMMYHHBIX OCTOKHEHUH,
CUMTITOMBI C/IaBJIEHUS, Ay TOMMMYHHBIE IIUTOTIEHUH, HE TIO/IAIOTI1 -
ecs tepanuu ['KC.

Hauanvnoii mepanueil BBI6GOpa COMaTHYECKH COXPAHHBIX OOJTb-
HBIX SIBJISTIOTCST KOMOWHAITN JIEKAPCTBEHHBIX MPEMAPATOB Ha OCHOBE
MyPUHOBBIX aHanoroB (duryaapabuH, MEHTOCTATHH, KIQJAPUOWH) B
KOMOMHAINH ¢ ITUKI0()OChHAHOM 1 B KOMILTIEKCE ¢ PUTYKCHMAOOM
(FCR). IIpu Hammyuu coMaTUYeCKOM MaTOJOTUN TPUMEHSTIOT XJIO-
pamMOYIIHIT B MOHOTEPAITHH WJIH B KOMOWHAITHN C PUTYKCUMAGOM.

XnopamOyumi (xa0pOyTHH, JTeiikepan ) ussected ere ¢ 1955 .
Cy11ecTBYIOT /1Ba CTAaHAAPTHBIX BAPUAHTA €TO TPUMEHEHN:
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* [IOCTOSTHHASI TEPAITUS B BU/IE €KEJIHEBHOTO TIPHUEMa ITperapaTa
B 103e 68 mr BHYTPD (0,1 MT/KT);

* IIyJIbCOBAsl, WJIN UHTEPMUTTUPYIONIAst, Tepanust. [Ipenapatr
MPUHUMAIOT OINH pa3 B 2, 3, 4 Heslean B ctapToBoii f1o3e 0,4 ¢ 1mo-
BbITIeHreM 10 0,8 MT /KT Macchl Tesia BHYTPb (BCIO 103y TPUHUMAIOT
npo6HO B Teuenue 1 ).

IObdeKTUBHOCTD TTOCTOSIHHOTO M UHTEPMUTTUPYIOIIETO MTPHU-
emMa XJopOyTHUHA CXO’Kast, HO TOCAEeJHNUN BbI3bIBAET MEHBIIYIO
Muesocymnpeccuio. MakcuMaibHO MEPEHOCUMAsT 1032 COCTABJISIET
1,8 MT/KT B 1eHb.

JleueHnue poOBOJAT, TIOKA TIAIIUEHT OTBEYAET HA TEPaInio, HO
He Meree 8—12 mecsie. OTBeT Ha Tepanuio 0ObIYHO HAOMIOAAIOT Y
40-70% marmeHToB, HO TIOJTHBIE pEMUCCHU pefiki. B ciryuae noctu-
JKeHWST OTBETa JIeYeHNe MOKHO MTPEKPATUTh U Ha4aTh BHOBb TIOCJTE
MOSIBJIEHUS TPU3HAKOB IIPOTPECCUPOBAHMSI.

[ToakmoueH e K Teparmu XJI0pOyTHHOM IIPEAHU30JI0HA HE YITyd-
IAET PE3YJIBTATOB, XOTSI MOJKET TOJIOKUTEJLHO BJIUSITh HA CKOPOCTh
YMEHBIIEHUS OTYX0JIEBBIX NH(PUIBTPATOB TUM(MATUIECKUX Y3JIOB.
I[Tpu 9TOM He HCKIIF0YEHO yeyTybieHne nMMyHoedurmra. B esom
pouib nipesHu3oJ0Ha B iedennn XJIJI B HacTosIee BpeMs 1eJ1ecoot-
Pa3HO OrPaHUYUTH JICUEHUEM 2y TOUMMYHHBIX OCJIOXKHEHUIA.

Bmopast iunus XT. B cydae perininBa Wy IporpecCUpoOBaHUs
6osie3rn GoJsiee ueM yepes 12 MecsAIes 110c/Ie OKOHUAHUS JICYEHMS
MozKeT ObITh IIOBTOpPEHA 1epBas JuHuA Tepanuu. Eciau peruans
pasBuIICs B TedeHne 12 MecsiieB 1mocJie Teparniy XJI0paMOyITnIoM,
BO3MOJKHO ucnoabzoBanue duaygapabuna (FC, FCR). B ciyuae
Pe3UCTEHTHOCTH K (hiryiapabuHy IPUMEHSTIOT OEHAaMyCTHH B MO-
HOTepaIiy UK B KoMOUHaruu ¢ purykcumabom. Kpome Toro, meste-
coobpasHo HoATBep:kAeHe Haanuus del 17p ¢ pelieHreM BOIpoca
00 MCTIOTb30BaHIK MOHOKJIOHAJIBHOTO aHTUTEa alTyTy3yMaa.

Bricokomosnas XT ¢ nocaeaymoleid ayTOJOTHYHON U ajl-
gorennoii Tpanciiantanueit [CK aBisgeTcs axcmepuMeHTaaIbHON
teparuein XJILJI.

2. Jleuenue yumonenuu, 00y Cc081eHHOU UMMYHHBIMU MEXA-
HUIMamu unu zunepcniaeHu3mom. 11pu ayTouMMyHHBIX T€MOJIN-
TUYECKON aHeMUU ¥ TPOMOOIIMTONIEHII HAa3HAYAIOT ITPEHUB0JI0H
B n03e 1-2 mr Ha 1 xr maccor Tesa (50—100 mr). Ilpu remosutu-
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YECKON aHeMWU JIOTOJTHUTEIbHO BKJIIOYAIOT (DOJUEBYIO KUCIOTY
B J103€ 5 MT/NeHb BHYTPb. [Ipu orcyrcTBun addexra yepes 4—6
HeJleJIb Ha3HAYA0T IIMTOCTATHKHM, & TIPETHU30JI0H OBICTPO OTMEHSI-
1oT. [Ipn kpacHOKIeTOUHOH anaznn (ayTOMMMYHHOE TTO/[aBJIeHIE
SPUTPOUTHOTO POCTKA KOCTHOTO MO3Ta) MOKET ObITh 3(h(eKTHBEH
IUKJOCTIOPUH A B HavyaibHOH 03¢ 10 MT/KT BHYTPH B TeueHHE
10—14 gHeidt, OTOM 103y CHUZKAIOT /10 5—3 Mr/KT. J[pyrumu, 6oee
PeKO TPUMEHSIEeMBIMUA METO/IAMU SIBJISAIOTCS JIedeHNe BBICOKIMHU
JI03aMU BHYTPHBEHHOTO MIMMYHOTJIO0YJIMHA, 00Ty YeHHE CETIE3EHKH,
CTIJIEHIKTOMUS.

3. Jleuenue eunozammaznodynunemuu ¢ uHQpeKUUoOHHbIMU
ocnoxcnenuamu. B aroit cutyannn achheKTUBHBI BHICOKHE 03B
BHYTpHUBeHHOTO MMyHor00y mmHa (BUT) (400 mr Ha 1 Kr Macchr
TeJla BHYTPUBEHHO KameJbHO onuH pa3 B 3 Hemenn). OH mpeno-
TBpaIaeT HHGEKIMOHHbBIE OCTIOKHEHMSI, HO He BJIMsIET Ha 0OIIYIO
BBIKIMBaeMOCTh. B kauectBe BapuanTa npumensiior BUT B Gosee
HUBKKX f03ax: 250 Mr Ha 1 KT Macchl TeJ1a OAMH Pa3 B 4 HeleIu Uil
10 r oun pas3 B 3 Hemesm. 1lo mokazanugam mTpoOBOANTCS Tepanus
AHTUOMOTUKAMU MIMPOKOTO CIIEKTPA JAEHCTBHSI.

Pa6ouas rpymnmna no usydyenuio XJIJI HarroHaabHOTo MHCTH-
tyTa paka (CIHIA) Bbiesnia ciaemayonre BO3MOKHbIE Pe3YJIbTaThl
Teparmnm.

1. llonnas pemuccus (I1P).

A. Het cuMTIITOMOB MHTOKCHKAIINH, TETTATOCTIIIEHOMETATINN NN
smdoaeHonaTum, copepxkanue remoroouna 6osbiie 100 r /1, Heii-
Tpodunos 6oubiire 1,5x10° /1, TpombormTos Gosbine 100x10°/71.

B. InutesbHOCTD TOCTUTHYTOTO COCTOSHUS — HEe MeHee 2 Me-
canes. [logTBep:xaenne pemuccuy Mpyu NCCIEJOBAHIH ITyHKTATa U
6ronTara KOCTHOro Mo3ra (HOPMOKJIETOUHBIN KOCTHBINA MO3T, CO-
nepskanue inM@onuToB Menbiie 30%).

2. Yacmuunas pemuccus (4P).

A. Camxenvie Ha 50% uMboIToB B ieprudepruieckoil KpoBH,
JnM@OoaJIeHONATUH, CIITIEHOMETATUY (WJIU TeliaTOMETasim ).

B. lmmTelbHOCTD IOCTUTHYTOTO COCTOSTHUST — HE MeHee 2 Me-
CSILIEB IIPU COAEPKAHUK reMOorIo6uHa B Kposu 6oubiie 100 1/ nin
noBbIIeHNH ero Ha 50% 0T MCXOHOTO, KOJNYeCcTBa HEUTPOhu-
s10B 6outbire 1,5x10° /i1 wnn noseimennn nx Ha 50% OT UCXOLHOTO,
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tpombouuTos — 6Gosbire 100x10°/n wam nosberny nx Ha 50%
OT MCXO/THOTO.

3. Ilpozpeccuposanue 6onesnu (IIB). KpurepusiMmu siBstioTCst
50% yBesmyenre Macchl TUMGMATUIECKUX Y3JI0B, T€YeHU 1 /WU
CeJIe3eHKH, TOBBIIIIEHUE KOJIMYEeCTBA INM(OIIUTOB KPOBH, HAUMHAS
ot 5,0x10°/n1, wiu tparcopmanus XJIJI B 6ojiee arpecCUBHYIO
THCTOJIOTUYECKYTO (hopMmy.

4. Cmabunusayus 601e3nu TPU3HAETCS TOT/IA, KOT/IA Y MAIli-
€HTOB HeT IIPU3HAKOB MOJIHOHM WU YaCTUYHON PEMUCCHU UJIU TTPO-
rpeccupoBaHuist GOJIE3HU.

15.2.2. BonocaToKkaeTo4YHbIN (1€eHKO3

Bosocaroknerounsrit nefikos (BKJI) — unmosentaas omy-
XO0JIb MaJIbIX B-1uM(bOIUTOB ¢ 0BAJbHBIMY SIAPAMUA U OOUILHON
IUTOTLIA3MOI, UMEIOIEl «BOJIOCKOBBIE» BBIPOCTBI, C TOPAKEHNEM
nepudepudeckoii kposu, Anbdy3HON UHGUIBTPAIIE KOCTHOTO
MO3Ta ¥ KPACHOH IyJIBIIBI CEe3€HKN. JTO OTHOCUTEIBHO PEIKOe
3abosesanue — 2% oT BeeX IUMQOUAHDIX JIeliKo30B. Yaie 60/1e10T
My:xarH (2,6 Ha 1 M. ), yeM skertnuns! (0,6 na 1 mom.). Cpexnmit
BO3pacT 3ab0JIeBIINX cocTaBsieT 50—55 Jer.

K xapakTepHbIM KINHHYECKUM MPOSIBJIEHUSM 3200JI€BAHIS
OTHOCSITCSE: TIAHITUTOTICHUsT (aHeMUsT, TPOMOOIUTOTICHYSI, JIEHKOTIe-
HUS C TPAHYJIONUTONIEHUEH ) B aHaIn3e repudeprnyeckoil KpoBU 1
crieromerasivst. C pa3jimuyHON 4acTOTO# Y GOJBHBIX BCTPEYAIOTCS:
c1ab0CTh, YTOMJISIEMOCTD, JINXOPaJIKa, HOYHBIE MOTHI, CHUKEHIE
AlIeTUTa, oTeps Beca, MHMEKITMOHHbIE OCJIOKHEHUST, TeMOPPArkH,
6oJIH B )KUBOTE, reraTomerasus. JInmboaieHonaTns ¢ BOBJIeYeHIEM
nepudepuiecKux JuM@aTUUeCKNX y3J10B UMEET MECTO Y YeTBEPTHU
GOJIBHBIX, Peke BCTpevyaeTcst abOMUHAIbHAS U €llle PeKe — Me-
nuacTuHagbHasa auMdoaneronatusd. boapimuuacTBo nHbEKINH ¥
60sbHBIX BKJI BBI3BIBAIOTCST OOBIYHBIME TPAMITIOJIOKUTETHHBIMI
KOKKaMU U rPaMOTPUIIATEIbHBIMU TTaJIouKamMu. EcTb panmbie, 4To
6osbHbIe BKJI nMeioT 0coOyIo IpeipaciioioskeHHOCTD K NH(MEKITH-
SIM, BBI3BAHHBIM aTUITHYHBIMU MUKOOaKTepusiMu. Cpe/HsIst BbIKI-
BaeMoCTh O0JIbHBIX ¢ HeseueHHbiM BKJI cocraBiisier okoJio 5 Jier.
B 4uciio guarnocTuYeCcKX KpUTEPUEB IIOMUMO 0¢0001 MOP]oJI0-
Y ¥ UMMYHO(eHOTHTIA TMMQOITUTOB BXOAUT BBICOKAS aKTUBHOCTD
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Kucoi hochaTasbl B IMMGBOIUTAX, yCTONYMBAsT K MHTMOWITNT BUH-
HOKWCJIBIM HATPHEM.

JleueHue He TTPOBOJISAT, €CIM HET WHMEKITMOHHBIX OCJIOXK-
HEHUU WM KIWHUYecKu 3Haunmoii ruronennn (Hb He Menbire
110 r/x1, tpomborutos He menbie 100,0x10°/71, Heitrpoduios
menbiie 1,0x10°/1) win criieroMeranun. BoibHOI T0JKEH HAXO-
JIATHCS TTO]] HAOJTIOIEHUEM.

BKJI xoporo otBeuaet na Tepamnuio npenaparamu [FN-o (Mn-
TpoH A, Podepon, Peadpepon) u riuroctaTuKamMu rpyIiinbl Iy prUHO-
BBIX aHAJIOTOB: TIEHTOCTATHH ( 2-1€0KCUKOMOPMUIINH ) U KJIaAPUONH
(2-xnoponeokcuanenosnna 2-CdA) u durynapabun. [Tokazanusimu
K CIIJIEHOKTOMUY OCTAIOTCST PA3PhIB CETE3EHKH, TSKeTast TPOMOOITH-
TOIIEHUS C TIOBBIIIIEHHBIM KOJTMUYECTBOM METAKAPUOIIUTOB B KOCTHOM
Mo3Te.

IFN-o niokasan B fie6roTe 3a601eBaHUsI TIPU BIPAsKEHHDIX T[H-
TomleHngX. ETo mpuMmeHsoT B TedeHne 3—6 MecsI1ieB B 103€ 3 MJIH.
ME Tpu paza B Hezeno. HacToTa mosiHOM pemuccuu (HopMausa-
IUST aHAJIN3a KPOBU, <5% BOJIOCATHIX KJIETOK B KOCTHOM MO3Te 1
OTCYTCTBUE CIIeHOMeTainn) 8%, YaCTUYHOM pemuccun — 74%.
Jlasee 11e1eco06pa3Ho MPOBOAUTD JiedeHUe KIJAPUOMHOM B J103€
0,1 MT/KT Macchl TeJia B CyTKH B BUJIE JIBYXYaCOBOI BHYTPUBEHHOI
nHdy3nn, B Tedenue 7 qaeir. OAnH Kypc TO3BOJSAET JOCTHYD TIOTHOH
pemuccun B 80% cirydaes.

15.2.53. Andpdy3Haa B-KpynHOKaeTovYHan
anmdoma

ITO OIYX0JIb U3 KPYMHBIX B-TMMbOINTOB, C pasMepoM S/1pa,
MIPEBBIINAIOIINM B JIBa pa3a pasMep sjiep MaJbIX JUMMOINUTOB, €
muddysasim Tunom pocta. JIBKKJI — camsiit wactsrit Bug HXJI,
arpeccuBHasd, HO TOTEHIMAJIbHO u3aedynmas aumdoma. OTmeueH
poct yactotst /IBKKJI B pazButsix crpanax Esporsr u CIHITA. Me-
JauaHa BospacTa 60abHbIX — Bbimie 60 Jer.

JIBKKJI MokeT GbITh IEPBUYHON MJIF BOSHUKATD B PE3yJIbTaTe
TpanchopManu UHAOJIEHTHBIX (MeAJEeHHO ITPOrPeCCUPYIONINX )
sumbom, takux kak DJI, B-XJIJI, IM3. BoJjiee BbICOKMI pUCK
pazsutusa JABKKJI umeroT snia ¢ uMMyHOIEDUITUTOM U UMMY -
HOBOCIAJIUTEIbHBIMU 3a00J1eBaHusAMU (PEBMATOUIHBIN apTPUT,
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cucTteMHas KpacHas Boadanka u zp.). /I BKKJI mopaskaet, kak mpa-
BUJIO, TMM(ONTHBIE OPTaHbl (TUMbaTIIECKNe Y3JIbl, CEeTe3eHKY ),
HO MOJKET UMETh U 9KCTPAHOAAIBbHYIO JIOKAJTU3AIIHIO, B YACTHOCTU
¢ mopakeHueM Koxu, mepsudibiM mopaxkenueM [THC, JKKT. Tc-
TOJIOTUYECKasi KAPTUHA BecbMa MH(MOPMATUBHA JIJIsl YCTAHOBJIE-
nus guarnosa JIBKKJL B rucronorngeckom mpemapate BRIIBISIIOT
Iud@ysHbIN T pocTa KPYIHBIX KJIETOK (SIpa UMEIOT Pa3Mephl,
MPEBBITIAIONIIE B /IBa pa3a u HoJiee sapa MaJbIX JUMQOITOB) ¢
syenucToit (ceTyaToil) CTPyKTYpOil XpoMaTUHA B S1/ipe, KPYIHbI-
MU HyKJIeoIaMu, 6a30huibHOiT riuTomrasMoii. Obpaimaer Ha cebst
BHUMaHWe CPeIHee UJIH BBICOKOE KOJIMYECTBO MUTO30B U HATMUNE
IIeHTPOOIACTOB M MMMYHOOJIACTOB.

BO3-knaccudpuranus (2008) Boigesnsier cienayolie pa3Ho-
BunHOCTH nPy3HOI B-KpyTHOKIECTOTHON TMMGDOMBL.

* Jludpbysnas B-kpynHoxierounas sumgoma Hecrieruduim-
pOBaHHast HHBIM 00PA30M.

O61mme MopdoJIornYecKre BapuaHThL:

° EHTPOOIACTHBIIT;

s IMMYHOOJIACTHBI;

° AHATITACTUYECKUH.

MoutekyJispHbIE TOATPYIITTHI:

° U3 KJIeTOK TepMuHaTHBHOTO TIeaTpa (GCB);

° U3 aKTUBUPOBaHHbBIX B-mmdonnros (ABC).

NmmyHOTHCTOXUMITYECKTE TIOTPYIIIBL:

o CD5-1103utnBHa;

° U3 KJIeTOK TepMuHaTHBHOTO TIeaTpa (GCB);

° He U3 KJIeTOK repMuHaTHBHOTO 1teHTpa (non GCB).

 TuddysHas B-kpynHokaerourast auMdoma, CyOTHITHL:

o IBKK/JI, 6oraras T-KaeTkaMmu/TUCTHOIUTAMY,

o mepsuyunasd /| BKKJI mentparpHOil HEpBHOI CHCTEMBT;

o iepBuyHas koxkHast [[BKKJIL;

o BOb-nmosntusuras JIBKKJI B3pocasrx.

» JIpyrue muMdoMbl U3 KPYIHBIX B-1uMdo1uTos:

° IePBUYHAS MeNACTUHAIbHAS (TUMIYecKast ) B-kpymHoKTe-
TouHast TuMpOMa;

° UHTpaBacKyIsApHas B-kpynmHokaeTounas suMboma;

s JIBKKJI, acconmmupoBaHHasi ¢ XpOHUYECKUM BOCITAJIEHUEM;
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o TUMGOMATOUIHBIN TPAHYJIEMATO3;

o ALK-ntosutusnasa JIBKKJI;

e [IasMobIacTHas TUMQpOMa;

o B-xpymnokserounas mumboma, Bosunkaiomasd npu HHVS
ACCOIMUPOBAHHON MYJIBTUIIEHTPOBOIT Gosesnu Kacresnbmana;

° IepBUYHAS JINM(OMa CEPO3HBIX TTOJTOCTEH.

I'naBnoit 3aiaueit ummynodenorunupoanus pu I BKKJI
SBJIAETCA IOKA3aTeTbCTBO MPUHA/IICKHOCTH OMTYyX0JIN K B-KieTou-
HOMY KJIoHY. [ToaTOMY KJIIOUEBBIMY MAPKEPAMU SBJISIIOTCST HATTMUNE
CD20 (B-kmrerounsrit anturen ) n orcyterBue CD3 (T-kreTounbrit
AHTHUTEH).

[uTorenermyeckme M MOJIEKYJISPHO-TEHETHIECKIIE HAPYIITIEHUS
pasHoob6pasHbL. YacToil uroreneTrnueckoil Haxoakoii mpu I BKKJT
aBisgeTcd Tpanciaokarus t(14;18), coueraiomnascs ¢ HaIMIneM
onkorena bcl-2. JIpyrum ruroreHerndeckum mMapkepom JIBKKJI
cayxut t(3;14), acconnmpoBaHHas CO CBEPXIKCIIpeccrell OHKO-
rena bcl-6. Bonee penxo sBerpeuaercs t(8;14), accoruupoBatHas ¢
CBEPXaKCITpeccreli OHKOTeHa C-myc — aHOMaJIN, XapaKTepHas 1
suMmbombl bepkurra.

[Ipu orcyTrerBum agexsatnoi Tepanun /I BKKJI otimmuator ar-
peccUBHOE TeueHue U KOPOTKKUE CPOKU BbIXKMBAEMOCTH. BoJibiiioe
MTPOTHOCTHYECKOE 3HAUEHNE MMETOT (DAKTOPBI PUCKA, OTICHITBAEMbIE
nocpeacrsom MIIU (taba. 15.8). K pakropam pucka Hebraromnpu-
strioro mipornosa mpu JIBKJIJI (IPT — International prognostic
index) orHocarcs: Bospact 60 jer u crapute, 11T wan IV cragus
1o dun Apbop, nosbiienne JI/IT, Haanune 6oiee AByX 9KCTPAHO-

Ta6bnanma 158

Me:xyHapoAaHbIii IPOTHOCTUYECKHIT HHIEKC
JUUISI arpeCCUBHBIX TUMPOM

I'pymma prcka Kou-Bo dax- % MAIMEeHTOB 4-netHss 00-
KOPOTKOM BBIKH- TOPOB B CTPYKType I1ast BbIKIBa-
BaeMOCTH JIBKKJI eMOoCTbh, %
Hwuskwii puck 0 10 94
[TpoMesKyTOUHbII 1-2 45 79
Boicokmii 3-5 45 35
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JAJIbHBIX 30H IOpaxkeHus, obIee cocrosnue 2 u 6ojee Mo MIKaje

ECOG.

15.2.4. doaankyasapHaa aumdpoma

ITo omyxoJib 13 B-kireTok honmmkyasipHoro (repMUHATHBHO-
r0) IeHTpa — IEHTPOOIACTOB ¥ IIEHTPOIUTOB, UMetoIas (HosIu-
KYJIIPHBIH THII pOCTa ¢ HapyIIeHneM HOPMAJTbHOTO PUCYHKA TKAHU
suMmpatuueckoro ysna. B Esporie u CIIA DJI 3anumaer BTopoe
MECTO B CTPYKTYP€e HEXO/PKKUHCKUX JUMMOM, cocTaBiisist 10 20%
ciydaeB. B 3aBUCHMOCTH OT KOJIMYECTBA IIEHTPOOJIACTOB B IOJIE
3PEHUST BBIICSIOT HECKOJIBKO KiaccoB (grade) dosmukyaspHoii
mumdomsl (Tabu. 15.9).

Kiuanyeckn DJ1 oTinyaer MeisIeHHO TIPOrPeCCUPYIOTIee Teue-
Hue ¢ BO3MOkHOM Tpancdopmarueii B /[BKKJL. Mennana Bo3pacra
Ha MOMEHT yCTaHOBJIEHNUsT inarHo3a — cBbiiire 60 sret. Yare 6oseor
skeHtuHbl. OObIYHast ToKau3alusa — aumbarndeckue yaibl. Ot 40
110 70% GOJIbHBIX Ha MOMEHT YCTAaHOBJIEHUS INATHO3a UMEIOT MOpa-
JKeHIe KOCTHOTO MO3Ta, BO3MO>KHA AKCTPAHOIATbHAS JTIOKAIU3AITNA.
HecmoTpst Ha 60J1b11101 00beM 01y X0J1H, 3a60JIeBaHKe TTUTETBHOE
BPEMSsT MOKET TIPOTEKATh OECCUMITTOMHO.

[ TMCTOTOTMYECKOH KapTHHBI XapaKTePHBI HOAY IS PHBIHN MJTN
(hoTUKYAAPHBIN TUT POCTA ¢ BO3MOKHBIMU 30HaMU U dysHOTO
pocTa, cTUupanre HOPMaJBHOTO PUCYHKA JUM(GATUUECKOTO y3Ja.
OmyxoJieBbie (DOJITUKY B KPYITHEEe HOPMAJIBHBIX, HE COZICPKAT 30H
cospeBanust uMMOnnToB. OOBIYHO OOHAPYKUBAETCS CMECH TIE€H-
TPOIUTOB ¥ IeHTPOOIACTOB. IMMYHO(DEHOTUIT XapaKTePU3YeTC st

Ta6bnuma 159

Knaccw pomkyaspHoii mumdombr

Kirace (grade) Kputepun
Grade 1 [lenTpobaacTos B moJie apernst 0—5
Grade 2 [lenTpob6aacTos B moJe 3perns 6—15
Grade 3 [lenTpo6aacToB B mMosTe 3peHust >15
Grade 3A [1eHTpOIUTHI TPUCYTCTBYIOT
Grade 3B CrIoImHble oI U3 HEeHTPOOIACTOB
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Ta6auma 15.10

Me:xayHapoansiii nporaocruueckuii ungexc st OJ — FLIPI-1

Ipynma pucka Kou-Bo Tpexnernss TpexmeTHsist BbI-

KOPOTKOM BBIKH- | (HaKTOPOB | O6IIast BHIKM- JKIBAEMOCTD 0e3

BaeMOCTH BaeMOCTb, % nporpeccuu, %
Hwuskwii puck 0-1 91 79
[TpomesxkyTOUHbBII 2-3 69 51
Boicokuii 4,5 51 20

9KCIIPECCHe TIOBEPXHOCTHBIX UMMYHOTJIOOYIMHOB (4atie [gM) u
CD19, CD20, CD22, CD79a. B 60/bIINHCTBE CIyYaeB BbISABJISET-
cst axcrpeccuss CD10 u orcytersue akcnpeccun CDS. B 80% DJI
umeet Mecto t(14;18) co cBepxakcmpeccueit onkorena bel-2.

3a uckmovyenrem JoKaTbHBIX hopm DJI HOCUT XOTS U UH-
JIOJIEHTHBIH, HO HeU3Je4nMblil xapakTep. [Ipornos B oTHomennu
0011€ell BBIKUBAEMOCTH OTIPEEJISIETCST ¢ YI€TOM HeOIarompusiT-
HBIX (DAKTOPOB B COOTBETCTBUH CO CTIEIHATHHO Pa3pabOTaHHBIMU
MIIU s DJI: FLIPI-1 (Follicular Lymphoma International
prognostic index) (ta6x. 15.10). MaxTopsl prcKa, OIeHUBaeMbIe
nocpenctsoM MITU nnsa donnuxynspuoit iumdbomer — FLIPI-1,
BKIIOUAioT Bo3pacT 60 set u ctaprre, [11 uan IV craguio mo Jun
Apbop, remornobun uuxe 120 r/n, nossimenne JI/T, nanuune
6ousiee 4 30H mopaskeHus uMparndecknx y3a08. C BHEIPEHTEM
puTykcrumaba Ha OCHOBaHUU MYJIBTH(AaKTOPHOTO aHAIN3a BbIsIB-
JIeHa BBICOKAs MPOTHOCTUYECKAS 3HAYNMOCTD f3,-MUKPOTI00y-
JINHA, YPOBEHb KOTOPOTO BOMIE] B MOAUMUITUPOBAHHBIN UHIEKC
FLIPI-2.

15.2.5. MaHTHHHO-KeTOYHasa aumMmdpoma
(nMMdomMa U3 KAeTOK MaHTHHHOW 30HbI)

ITO OIyX0JIb 13 MOHOMOP(HBIX, MAJIOTO M CPEJTHETO Pa3Mepa
JUMQOUTHBIX KJIETOK C HETTPABUIBHBIMU SA/IPaMH, UMEIOTIAs MOJIe-
KyJisipHBIN Mapkep CCND1.

[ona manTtuitno-kaerounoit mumpomsr (MKJI) B cTpykType
HEXOKKHUHCKUX JinMdoM cocTasisieT ot 3 1o 10%. Meanana Bos-
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pacta Ha MOMEHT YCTAHOBJIEHUST IuarHo3a — okoJio 60 set. Yare
GOJIEIOT MY KUMHBL.

Jlumdarndeckue y3ibl — HanboJiee yacTas JOKAJIU3AINsT 3TOI
OTTYXOJIH, TaKKe BOBJIEKAIOTCS Cejie3eHKa, KOCTHBIH MO3T. MoryT
BCTpeuarhbes aKcTpaHoaibabie mopaxkenus (AKKT).

l'icTonornmyueckas KapTHa: HOPMAJTBHBIN PUCYHOK JTUMbaTH-
YeCKOTO y3J1a IIOJIHOCTHIO CTEPT, CUHYChI HEPA3JIMUNMbI, B HEKOTOPBIX
CJIydastx y1aeTcst 0OHAPYKUTh OCTATKH CBETJIBIX IIEHTPOB PA3MHOKE-
HYsE (DOJLTHKYJIOB, COZIepsKaIKX IieHTpoOIacTbl. Yarite orpe/iesisieTcst
i dy3HBIT TATT OITyX0JeBOH Tposdepany, WHOT/IA BCTPEYAIOTC
HOJLYJISIPHBIE CTPYKTYPBHI B BH/I€ HEOTYETIMBBIX OKPYTJIBIX 00pa3o-
BaHuid. [{luTosiornueckuii coctas OMmyXoJau rOMOT€HHbIH, CONEPKUT
MeJIKHE WJTU CPeJIHETo pa3Mepa JTuMQoniHble KJIeTKH. S 1ipa KIeTok
UMEIOT HETTPABUIBHYIO WU yIJNHEHHYTO (hOPMY, HEOTYETIUBOE SI/T-
PBIIIKO, Y3KHiT 060I0K OJIe/THO# IIMTOILTa3Mbl. B siipax KJIeToK BbI-
SBJISTIOTCST «PaCIIeIIeHusT» . PEIKO BCTpeYaioTest eHTPOOIACTbI HJTH
umMMyHoOJacTbl. Hasmmdre 61acTHBIX MJTi OJIaCTOMIHBIX 2JIEMEHTOB
GoJiee xapakTepHo ist peruansa JIKM3.

Boiziengior 1Ba OCHOBHBIX IIUTOJIOTHYecKnX BapuaHTa MKJI:
TUITUYHBIN (TOJTMMOP(MHOKIETOUHDIN ) 1 O1aCTHBIHN (6JIaCTOU/THBIIT ).
Baacrubiii Bapuant MKJI umeer 6oiee arpecCUBHOE KIMHIYECKOE
TeJeHmue.

g mmmyHodenotuna MKJI xapakTepHa akcipeccus nas-B-
kierounbrx antureHos (CD19, CD20 n CD22), moBepXHOCTHBIX
IgM/IgD, CD43 u CyclinD1 B coueratuu ¢ akcrpeccueii maH-T-
kserounoro anturera CD5 npu orcyrerBun CD10, otcyreTBuim
um ciaaboii axcupeccun CD23.

[HuToreneTnueckue M MOJEKYISIPHO-TEHETHUECKIIE HAPYIITe-
Hus: tuninyHa t(11;14), amarnoctupyemast METOIaMU KJIaCCUYECKON
uToreHeTHKN y 65% 60J1bHbIX. ITpr 5TOM 00HAPYKUBAIOT SKCIIPEC-
cuto reHa bel-1m csepxakcnpeccuto CyclinD1.

15.2.6. OKcTpaHogaabHaA MMM@OMa U3 KAETOK
MapruHadabHOH 30HbI MyKO3a-aCCOLMHPOBAaHHOH
anMmdongHon TkaHu (MA/IT-anmdpoma)

JIumdombl U3 KIeTOK MapruHaabHou 30Hb (JIM3) npenmy-
IECTBEHHO TIOPAsKAOT cOOCTBEHHO JMM(OMIHbIe opranbl. Bosee
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yeMm 1/3 crydaeB JIM 3 Bo3HUKAET B 9KCTPAHOATIBHOM TUMMOUTHOM
TKaHW 1 UMeeT TUCTOJIOTIYECKOE CXOJICTBO € TMMGMOUIHOHN TKAHBIO,
acCOLMUPOBAHHOM co causnucThiMu obonoukamu (MALT — mucosa
associated lymphoid tumor). Crpoenue sxcrpanomganbibix MAJIT-
auMdOM HaIlOMUHAET cTpoeHue neieposoit Gusamiku. MAJIT-
JUM@OMBI KITaCCHPUITUPYIOT KaK 9KCTPAHOAATbHBIE TUM(MOMBI 13
KJIETOK MapruHAJIbHOI 30HbI, BO3HUKAIONNE B MHOTOYNCIEHHBIX
9KCTPAHOJATHHBIX PETUOHAX: JKEJTy/IKe, KUTIEeYHNKE, CITIOHHBIX JKe-
Jle3ax, pecrnupaTopHOM TPaKTe, IUTOBUIHOMN JKeJie3e, TUMYyce, Move-
TTOJIOBOM TPaKTe, KO’Ke M HEKOTOPBIX IPYTUX OpTaHaX M TKaHsX.

IDNUIEMHUOJIOTHS TacTponHTeCcTUHAABHBIX MAJIT-muMdbom
nMeeT reoTpadriecKyio 3aBUCUMOCTD. B 3amaiHbIX cTpaHax Jac-
TOTa UX cocTaBisieT 4—18% 0T Bcero KoIMuecTBa HEXOKKITHCKUX
mumdowm, Ha Cpemriem Bocroke — mocturaer 25%. Cpenu nacese-
HUS 3allalHBIX CTPaH MPeodIafaeT sKeTyI0uHast TOKAIU3aIus, a
Ha Cpenmem BocToke — TOHKOKHUIEUYHAS (TEPMUHATBHBIN OTIET
TTOIB3/IOTITHOM KUTIIKN ).

B HOpMe comsucTast 000109Ka JKeTyiKa He COIEPIKUT COUTap-
HBIX TUMGOUIHBIX (DOJUINKYIIOB — OCHOBHOTO 3JIEMEHTA OPraHu30-
BaHHON JUMGOUTHON TKAHU, TUTIMIYHON I APYTUX, boJiee HU3KO
PACIIOJIOKEHHBIX OTJIEJIOB THIIEBAPUTEIBHOTO TpakTa. [lociennue
B TOJICTOW KWINKE BCTPEYAIOTCSA B BUE TPYTT W HOCAT Ha3BaHUeE
neiiepoBbix Ouisitiiek. CousncTast JKeryKa IMeeT TOJbKO JiBa Tud-
(py3HBIX KOMIIOHEHTA TUMMOOUTHON CUCTEMBI B BUIE MEKITTUTEIH-
AJBHBIX JUMMOIUTOB U TUMGBOTIA3MOIIMTAPHON NHPUIBTPAITUN
lamina propria. ITouemy MAJIT-umboma Hanbosiee 4acTo mopaskaer
HUMEHHO JKeJIY/IOK, CTAJIO SICHO TIOCJIE TOTO, KaK OBbLJIO YCTAaHOBJIEHO,
yro nepcucrennust Helicobacter pylori B ciioe skerynouHoii cimsu
BeJIeT K BOSHUKHOBEHUIO OPraHU30BaHHOW JTUMGMOUIHON TKAHU B
CJIMBUCTOI 000JI0UKe JKeTyKa. J[aee GBI IOy YeHbI TTPSIMbIE I0Ka-
3aTeJIbCTBA ATUOJIOTHIECKOI POJIH IJAHHOTO BO30YIUTEJISI B PA3BUTHH
MAJIT-mambom xemynka. JInmboma sxemyika mokannsyeTcs datie
B AHTPAJIbHOM OT/IEJIE, PEKE B TeJIe ¥ KapAUAIbHOM OT/IeIe.

I'icronornueckasa xaptnaa MAJIT-mumdombr HamomMmuaaeT
CTPYKTYPY TeiiepoBoii Oistiky KumedHuKa. JInmdoma nHbUIBTpU-
PYET IPOCTPAHCTBO BOKPYT PEAKTUBHBIX (DOJIIMKYIOB U 1P Dy3HO
PacIpOCTPAHSETCsT B OKPYSKAIOIIYIO TKAHb CIU3UCTON 000JIOUKH.
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Kiretounbtii coctaB HeoJTHOPO/IEH. BOIBITUHCTBO Oy X0JIEBBIX
KJIETOK IMEIOT CXOJICTBO C TIEHTPOIUTAMU (DOJITTUKYISIPHBIX T[eH-
TPOB (IIEHTPOIUTOTION0OHbBIE KIETKN), ¢ MAJIBIMU JTUMMOIITAMI
WJTM ¢ MOHOTIUTOUIHBIMU B-KkeTkamu. KiieTku BapbupyToT B pazme-
pax (0T MaJIoTO JI0 CPETHETO ), UMEIOT S/IPO HEITPaBUIbHON (hOPMBI,
HeOOIBITO0 0000K GJIeTHON TUTOMIa3MbL. [[pyruM KJIeTOUHBIM
9JIEMEHTOM, XOTsI U MeHee MHOTOUUCJIEHHBIM, HO XapaKTePHbBIM
st MAJIT-nmumdomsl skemyika, ABAAIOTCA TpaHCPOPMUPOBAH-
Hble OJracThl (HaXO[sIIHECs B cTaAuu OJacT-TpaHchopMaIuu B
pesyJibTaTe aHTUTEHHON CTUMYJISITIIA MECTHOH MMMYHHOU CHUCTe-
MbI). ITH KJIETKU MOTYT CO3/1aBaTh MPOOJEMbI TIPH OIPEIETEHIH
CTETEeHN 3I0KAYeCTBEHHOCTH OMYXOJTH.

JIumdoanurenuaabHbie TTOBPEKIEHUS TAKIKE SIBJISTIOTCS MOP-
omormaecknm npuzaakom MAJIT-mmmbom, mveronum mudde-
peHIMaTbHO-ANArHoCTHYecKoe 3HaueHrne. OHM Pa3BUBAIOTCS B
pesyJIsTaTe MPOHUKHOBEHUS TPYTITT OITYXOJIEBBIX KJIETOK B ATTUTEH-
AJIBbHBIH CJION CJIMBUCTOI 000I0YKH. B MecTax MHBA3U M ITPOUCXOIUT
NIe3UHTErPAIUST ATTUTETTHS.

Jlnst ummyHodeHoTHa XxapakTepHa sKcIpeccus naH-B-kie-
Tounbrx anturenoB (CD19, CD20 u CD79a) n moBepxHOCTHBIX g,
aTakske CD21, CD35, xapakTepHbIX 151 B-KJIeTOK MapriuHajIbHOI
30HBI.

[lutorenetnyeckrie U MOJIEKYJISPHO-TEHETUUYECKUE HAPYIIIe-
ung npu MALT-nmmmdomax 3akmiovaloTess B MyTanusax TeHa ph3,
PeryJIsITOpHBIX PErnoHOB reHa c-myc t(8; 14), rena ber-10, nenerum
rena p16. Kpome toro, mpu MALT-mumbome xemyka BEIABIAIOT
t(1; 14), Tpucomuio o xpomocomam 7, 12, 18.

15.2.7. (lnmpoma Beprurra

I10 B-kierounas auMdboma ¢ aKCTpeMaIbHO KOPOTKUM Iie-
puosioM yaBoeHus. YacTo MposiBiIsieTcsl 3KCTPAHOATTHHBIM 1TOPa-
JKEHHEM MJIM TTOpakeHWeM KOCTHOTO MO3Ta, KaK OCTPBIH JIeliKo3.
Buiepsbie 6buia onucana /I. Bepkurrom.

Boigensior Tpu kauHndeckux BapuanTa JIb:

1) armemMudeckunii — xapakTepeH /s SKBaTOpuaIbHOi Adpu-
K11, 00JIEIOT JIETH, Yallle MaJIbUYUKK 4—7 JIET, STUOJI0rmYecKre (haKTo-
pbl — Bupyc Jumrreitna—Bapp (EBV), Plasmodium falciparum;
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2) cropajindeckuii — pacrpocTpaHEH IO BCeMy MUPY, OOJIEI0T
JIETU 1 MOJIOJIbIE B3pOCJIble, yactoTta 1-2% B crpykrype HXJI, 20—-30%
B cTpyKType uMmbom y reteir; EBV BoisiBisiercs B 30% ciryuaes;

3) acconmmpoBaHHbIH ¢ UMMyHOAehnnToM — BUY-undex-
nueii, HayasbHoe posiiaenne CITN/I.

XapaxTepHble 30HBI 9KCTPAHOAATBHOTO TOPAKEHUS: YETTIOCTH,
KOCTH JIUTIEBOTO CKEJIETA, IMCTATIBHBIE OT/IEJIbI TOHKOTO KUTIIEYHUKA,
crernas KUIKa, CATbHUK, TOHA/IBI, TTOYKH, MOJIOYHBIE JKEJIe3BI, TITUTO-
BU/THAS JKeJie3a, CJIOHHbIE Keje3bl, TunIHo nopaskenue [[THC.

[icronmormyeckyio KapTuny oTandaeT AUGOOY3HBIN TUIT pocTa
(kpaitie peaKo DONTUKYISPHBIN ), TIPEACTABIEHHBIIT MOHOMOP()-
HBIMH CPETHUX Pa3MEPOB KIJIETKAMU C KPYTIABIM SIPOM (COAEPKUT
OT 2 JI0 5 HYKJIe0JT), ¢ 0GOKOM IUTOTLIA3MbI CPEIHEH TOMIINHBI,
6a30(IIbHOI, BaKyoM3UPOBaHHON. Cpein OMyX0JIEBbIX KIETOK
pasbpocanbl (haroruTUpyole Makpodaru, co3aaIine crenm-
(bUvecKyio KapTHHY «3BE3HOTO Heba» MPU MAJIOM yYBEJTHYCHUN.
Omnyxoib 06J1a1aeT BHICOKON MposindepaTuBHON aKTHBHOCTHIO U
GOJIBIIIOIT YaCTOTOI CITOHTAHHOI THOEJH KJIETOK.

NmmyHObEeHOTHTT TIpe/IoaraeT 9KCIIPECCUI0 TTIOBEPXHOCT-
HBIX IMMYHOTTO0Y HOB (darie IgM) u B-KIeTOUHBIX aHTUTEHOB:
CD19, CB20, CD22, CD79a. TunnuHa BeIpaskeHHasT 9KCIIPECCHST
CD10 u vacto CD21 (penenTop Bupyca Idmmretina—bapp), oco-
OGEHHO B HIEMUYECKUX paiioHax. [[uToreHeTHIeCKUM U MOJIEKY-
JISIPHO-OUOJIOTHYIECKUM MapKePOM sIBJIsIeTCsI TpaHcaoKarmst t(8;14),
COIIPOBOKIAIONIASICS AKTUBAIIUEN TeHA C-mycC.

JIB otHOCHTCS K OAHOI 13 Hanbosiee OBICTPO TPOaUbEpUpy-
IONINX OITYXO0JIei. DHIEMUYECKUH U CTIOPaINYECKUI BAPUAHTHI T10-
TEHITNATHHO M3JICIIMBI.

15.2.8. MHOKeCcTBEeHHas MHeaoMa,
HU(IH T(1a3MOKAeTO4YHas MHueaoma

MuoskectBernHast muesoma (MM) — 35mokadecTBEHHAS OITyXO0JIb
B-1uMdoIuToB, COXpaHsoNnX cliocOOHOCT K ArdhepeHIInpOoBKe
JI0 KOHEYHOU CTa iU — TIa3MOIUTA (TJIa3MAaTUYECKON KJIETKN ).

MM — oxHa U3 Pa3HOBUJHOCTEU «IapampoTenHeMuyec-
KX TeM00/IaCTO30B» — 3PEJIOKIETOUYHBIX HOBOOOPA3OBAHMI U3
B-mmM@ o ToB 1 M1a3MOIUTOB, TIPU KOTOPBIX OITYX0JIEBBIE KJIETKH
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00/1a1atoT CIIOCOOHOCTHIO CEKPETUPOBATH MOHOKJIOHAJIbHBIE UM-
MYHOTJIOOYJIMHBI JIH UX KOMITOHEHTBL: JIETKUE U TSKEJIbIe el
UMMYHOTJIOOYJINHOB.

K atoit kareropnm HXJI otHOCAT:

1) mumdonnazmonTapuyto 1uMbOMYy, TIPEK/IE BCETO C CEKPe-
meit IgM (makporsoGynHemuio BasbaeHcrpema);

2) 6OJIE3HU TSIKEJIBIX LIEIel;

3) OIyX0J1 U3 TIJIa3MaTHYECKUX KJIETOK.

[11a3MOKJIETOUHBIE HOBOOOPA30BaHUSI BKJIIOYAIOT:

* 100POKaYeCTBEHHYI0 MOHOKJOHAJbHYIO TamMMmala-
tuio (MGUS — monoclonal gammapathy of undetermined
significance);

* BapUaHThI MJIA3MOKJIETOUHOI MHeJOMbI (OeCCUMITOMHAs
MUeJI0OMa, HeCEKPETHUPYIOIIasd MIEIOMA, TIJIA3MOKJIETOTHBIH JIEHKO3
u cobcrBenno MM);

* TJTa3MOIIUTOMBI (COMUTAPHAS TIJIA3MOIUTOMA KOCTH W BHE-
KOCTHasI TIJIa3MOIIMTOMA);

* GOJIE3HU OTIOKEHUS MMMYHOTIO0Y TMHOB (TiepBUYHbIIT AL-
AMUJION103, OOJIE3HM JIETKUX U TSKEJIBIX TIeTeil);

* ocTeockseporndeckas mueroma, POEMS-cunapom.

MHokecTBEHHAs MU€EJIOMa — caMO€e PACIPOCTPaHEHHOEe HO-
BOOOpa30BaHUe U3 TJIA3MATHYECKUX KJIETOK, COCTABJISIET TPUOJIH-
3UTEJNBHO 1% cpeu BeeX 37I0KaYeCTBEHHBIX OMYXOJIel 4eloBeKa,
10—15% Bcex remob1acT030B. 3aboseBaeMocTh B EBporie cocraBiis-
eT 6 Ha 100000 vestoBex B rof, cMeptHOCTH — 4,1 Ha 100 000 yeTOBEK
B roj. Yarmte 6omeror MykurHbl ctapiie 40 jer. 3aboseBanue He
BeTpevaetcs y geteil. CpeHnii Bo3pacTt 60IbHBIX 0K0J0 70 JIeT.

ITHOTIOTHIECKUMU (haKTOPaMU 3a00TE€BAHST TTPEATONOKI-
TEJIbHO CYUTAIOT XPOHUYECKYTIO0 AHTUTEHHYIO CTUMYJISIINI0 NH(EK-
IMUOHHBIMI areHTaM’, MOHU3NPYIONTYIO PaJNAIINIO, MHCEKTUTIN/IBL.
BoJIbITMHCTBO MAIMEHTOB HE UMEIOT B aHaMHe3€e KaKuX-JT100 TOK-
CUYECKUX BO3IEHCTBUH NI aHTUTEHHBIX CTUMYJIATINN.

B renese onyxoJieBoit TpanchopMaIK MJIa3MOIUTOB JIeKAT
KJIOHATTbHBIE PeapaHKIPOBKY T€HOB TSKEITBIX U JIETKUX TIeTel nM-
MYHOTJIOOYJIMHOB.

VY 1/3 60/IbHBIX OOHAPYKUBAIOTCS TPAAUITHOHHDIE IIUTOTEHE-
TUYECKHEe AaHOMAJIUH, BbISIBJIsIEMbIe, KakK TIpaBuio, MetogoM FISH.
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AHOMa/INSAMY, YKa3bIBAIOIIMMU Ha HeGIarOTIPUSITHBINA UCXO/I, SIBJISI-
orcst: del (13q) B meTadasubix miuacTunkax, t(4;14) nm t(14;16),
i t(14;20): del (17p), onpenensiembie metogiom FISH. OtcyrerBue
HeOJIaronpusiTHOTO pricKa cBsi3biBatoT ¢ t(11;14) nmm t(6;11), naen-
tudunupoBanibiMu MetogoM FISH. [TomuMo muToreHeTnyecKux
JTAHHBIX, TPOTHOCTHYECKOE 3HAYCHIE B IIJIAHE TPO0KITETLHOCTH
JKU3HU UMEFOT 06BEM OITyXO0JIM Ha MOMEHT YCTaHOBJIEHHS IHArHO3a
M acCOIMUPOBAHHbBIE C HUM OPTaHHbIE HAPYNIEHUS, a TaKXKe P
OMOJIOTMYECKUX TaPaMeTPOB, TaKNX Kak B,-Mukporaodymu, CPB,
JIJIT, anbOyMuH ChIBOPOTKU KPOBH.

Kaunnueckue nposiBiaeHus 3a00eBaHusi 00yCJIOBJIEHBI U3-
OBITOYHBIM HAKOIIJIEHHEM B OPTaHU3MeE TIa3MaTHYeCKUX KIETOK
n addexramu ux xuzHezpesTeabHOCTH. OIyX0JeBble Ma3MaT-
JecK¥e KJIETKU MPOAYIUPYIOT B GOJMBIINX KOJHYECTBAX MOHO-
KJIOHAJIbHBI UMMYHOTJIOOYJINH, KOTOPbIi MOKET OBITH BBISIBJIEH
B CBIBOPOTKE KPOBU (IapanpoTenH, ujin M-rpajiiedT) u/uim B
Moue (JIeTKue el UMMYHOTI00y miHa, i Oesiok berc-/[koHca).
lumepriporennemMus ABageTCS OMHUM 13 (HaKTOPOB MOPAKEHUS
IOYEK C Pa3BUTHEM IapanpoTenHeMuyeckoi moyku. [Ipu Hamm-
yiy U3OBITOYHOTO CHHTE3a MAPAPOTENHA CHUKAETCST TPO/LYKITHST
HOPMaJIbHBIX UMMYHOTJIOOYJIMHOB ¢ POPMUPOBAHIEM BTOPUYHOTO
UMMyHOe(UINTA.

[Iposndepaiiusi oryxoseBbIxX MJIa3MOIUTOB B KOCTHOM MO3Te
COTIPOBOKIAETCS CHWKEHWEM TTPOJIYKITNN KJIETOK KPOBH, TTPEK/IE
BCETO APUTPOIUTOB C PA3BUTHEM AHEMUMU.

IIpn MM nmeet MecTO BbICOKasl aKTUBHOCTb OCTEOKJIACTOB —
KJIETOK, BBI3BIBAIOIIUX PE30POIIMIO KOCTHOM TKaHu. OHa MO1ePKI-
BaeTCs IUTOKUHAMU, TPOJIYIIUPYEMBIMHE OITYyXO0JIEBBIMHU ILJIa3MOI[H1 -
TaMU. JTO PUBOJUT K BOSHUKHOBEHUIO MHOKECTBEHHBIX 0YaroB
JeCTPpyKIUK KocTet (pu ardy3H0-09aroBoii (hopme ) MM 0THOTO
ouara (IIpy COJUTAPHON MUEJTIOME), YaCTO BBISIBJISEMOTO TIPU Pa3-
BUTHW TTATOJIOTHYECKOTO TIepeioMa.

B knmunnyeckoit kaptuae MM MOTYT UMETh MECTO ey toline
KJIMHUYECKUE CUMIITOMBI U CUH/IPOMBI:

1) nopaskeHust KocTeit: 00bIYHO yIIOpHast, HeOObsiCHIMast 00JIb B
CIIMHE, OJIMHOYHBIN (COJIMTAPHBIN) MJIM MHOKECTBEHHbBIE OUaru jie-
CTPYKIIUU B IIJIOCKUX KOCTSIX, BO3MOKeH /N hy3HbIiT 0CTEOnopos;
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2) nopaskeHus ouek (MuesoMHast HehporaThs, UJTU Taparpo-
TeMHEMHUYeCcKasd TT0YKa): yITOpHasA MPOTENHYPUS 1 TTOCTETIEHHO pa3-
BUBAIOIIASICS TIOYEYHAST HE[OCTATOUHOCTb;

3) anemMus (Kak TTPaBUJIO, HOPMOIIUTapHAsS HOPMOXPOMHA ),
peske JIEHKONEH s U TPOMOOIUTOTIEHHS;

4) TUTIEPKAJIBITNEMUS;

5) PerUINBUPYIOIINE I XPOHUUECKIe OaKTepUabHbIe WH-
exmmy;

6) CMHIPOM TIOBBITIIEHHON BSI3KOCTH KPOBU: KPOBOTOUMBOCTD
CJIUBUCTBIX 000JI0UEK, KDOBOUBJIMSIHUS B CETUATKY TJ1a3, HapyIie-
Hue repudepruyeckoro KpOBOTOKA C pa3BUTHEM CUHpoMa Peiino,
BO3MOKHO TpodudecKre s3BbI M TAHTPEHBI AUCTAIBHBIX OTAEI0B
KOHEUHOCTEI;

7) CUMIITOMBI CAABJIEHUST CIMHHOTO MO3Ta WJIU €TO KOPeT-
KOB;

8) Mpu3HaKM aMUJION/103a C PA3BUTHEM HEPPOTUIECKOTO CUH-
JIpOMa U PE3UCTEHTHON K Tepaluu Cep/leYHOl He/[0CTATOYHOCTH;

9) cyJaiito BeIsIBJIEHHOE CTOIKOE TToBBITIIeHNe COD 1 BA3-
KOCTH ILJIa3MBbl.

MHoroobpasue KJIMHUYECKUX Mposiiiernii MM ornpeaensior:

. Tun nHGUABTPATUBHOTO POCTA OITYXOJIEBBIX KJIETOK B KOC-
THOM Mo3Te: Tudby3HbIH, 1uddy3H0-09ar0BbIi, MHOKECTBEHHO-
OYATOBBIi, COTMTAPHAS MUEJIOMA.

I1. Crenrenn 3pesocTr ITA3MaTUIECKUX KIIECTOK: TIJIA3MOITUTHI,
[POIJIA3MOIUTBI, I71a3MO0JTaCThI.

II1. T cexpetupyiomero MmoHokaoHanbHOTO Ig (G, A, D, E) 11
Jierkux rereit (JistM6/1a vin karma); MM c cexperueii IgM Berpe-
YJaeTcsd KpaifHe PefKo.

VYcranosienne quarno3a MM ripezinosiaraer npoBesieHUe cJie-
TYTOTITNX UCCITEIOBAHIH:

1. CKpUHWHTOBBIE TECTHI.

1.1. O6uuii aHaaM3 KPOBU, PETUKYIOIUTHI, TPOMOOIIUTHI,
CO>.

1.2. Cp1BOpPOTOYHBIE YPOBHU 3JEKTPOJNUTOB, MOYEBUHBI, Kpe-
ATUHIHA, KaIbI[Usl, MOYEBOI KICJIOTBL; 2J1eKTPOdopes OEIKOB Chi-
BOPOTKHM KPOBH, Co/lepKaHe HOPMATHHBIX (TTOJNKIOHATHHDIX )
UMMYHOTJIOOYJINHOB.
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1.3. IlpuniesbHas peaTreHorpadus Ipyu MECTHBIX CUMITTOMAX.

2. UccnemoBanus, MOATBEPIK/AAIONIIE AMATHOS.

2.1. CrepHasbHas MyHKINS € TIOJICYETOM MUEJIOTPAMMBI U/UJIN
TPEMaHOOMOTICHUS MOB3OIITHOI KOCTH.

2.2. immyHOMDUKCAITMOHHBIH 371eKTPOhopes OeJIKOB ChIBOPOT-
KU U/WJIN MOYH.

3. TecTsl fJ1s1 oTIpesiesieHNsT MAacChl OITYXOJIU U ITPOTHO3A.

3.1. Pentrenorpacdns ckesera: peHTreHOTrpadus rpyaHoi KieT-
KU B TIepe/IHeH TTPSMOU MTPOEKITNH, IIIEHHOTO 0T/ieJ1a TO3BOHOYHUKA
B TIepe/IHel TPsiMOi 1 GOKOBOM TTPOEKITHSIX (BKJIFOUAs CHUIMOK Yepes
pOT), TPY/IHOTO U MOSICHUYHOTO OT/IEJIOB TO3BOHOYHUKA, TIJI€YEBbIX
1 GeIpeHHbBIX KOCTEl, Yepera, Ta3a, peHTreHorpadust APyrux mopa-
JKEHHBIX YYaCTKOB.

3.2. Coneprranue maparpoTenHa B CBIBOPOTKE 1 MOY€; KaJIbITUT;
AIbOYMUH.

3.3. B,-MHKPOTIO0Y I H.

4. TecTpl 7151 OTIEHKU TOPaKeHUsT BHYTPEHHUX opraHos: 1.1,
1.2,3.1.

5. UccaemoBanmst, ToKazaHHbIE OTAEILHBIM MMAIHEHTAM:

a) UMMYHOTHUCTOXMMHUYECKOE MCCJIeI0BAHIE KOCTHOTO MO3Ta
WJIN TIPOTOYHAS IIUTODIIO0OPUMETPUST;

b) cerBopoTouHbIe KOHIIEHTpanUK BuTaMuna B, n domrmesoit
KHUCJIOTBI TIPU MAKPOIIUTO3€ HPUTPOIIUTOB;

c) MPT, KT.

PesyibraTsl 00C/I€10BaHUS TTIO3BOJISTIOT:

1) muddepeHITpoBaTh T0OPOKAYECTBEHHYIO MOHOKIOHAID-
HYI0 raMMariaTuio, beccumnToMuyto MM, He Tpebyiolue Jieye-
HUS, ¥ KIUHIYECKH BhIpaskeHHy0 MM, TpeGyioliyio Tepanuu, B
COOTBETCTBUM C AuarHocTuueckuMu kpurtepusmu (International
Myeloma Working Group, 2003);

2) yCTaHOBUTD CTaUIO 3a00JIEBAHMSI C YIETOM KJaccuduKa-
tun [Isiopu—Canbmon (Durie and Salmon, 1975) (ta6a. 15.11)
u/nnu HoBoil MeskmyHapOHOM KiIaccuPUKAIuu MUEJIOMBI T10 CTa-
musim (ISS) (Greipp et al., 2003) (tabu. 15.12).

Kpumepuu doopoxauecmeennoii MOHOKIOHANLHOU 2aMMaA-
namuu:

1. ¥YpoBenb naparnporernta B cbiBOpOTKe Bbite 30 r/J1.
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2. J1o7151 MOHOKJIOHAJIbHBIX IIJIa3MAaTUYECKUX KJIETOK B KOCTHOM
Mo3are Menbliie 10% u HesHaYNTEIbHAS TJIA3MOKIETOYHAS MH(DUITh-
TpPaIys 110 IAHHBIM TPETAHOOUOTICUY TOB3/I0NTHOM KOCTH.

3. Her mopaskenns opranoB u TKaHeil (0cTeomn3a) u JPyrux
cuMmntoMoB MM.

4. OTCYTCTBYIOT TIPU3HAKU JAPYTUX 3a00JEBaHIIA, COITPOBOIK-
natoruxcst nposudepaiueir B-mumdonunTos, a Takike Ipu3HaAKN
AL-amusonio3a 1 TpOYNX HAPYTIEHUH, BBI3BAHHBIX OTJI0KEHNEM
JIETKUX WJIU TSIKEJIBIX 1eTell TUOO0 OTJIOKEHUEM TIeJIbIX UMMYHO-

7100y IMHOB.

Kpumepuu 6eccumnmomnoiic MM:
1. ¥Yposenn mapanporenHa B ceiBopoTke Boite 30 /7.

Tab6anma 15.11

Cucrema craaupoBanusgs MM (moaudunuposannas Durie and
Salmon, 1975)

dus xocreit

KOCTHasdA CTPYK-
Typa

[Tapamerpbr Craausa | Cragus 11 Cragusa 111
Bce amkene- Opnun nin He- Opnun nin He-
pedrcyIeHHble | CKOJIbKO HUXKE- | CKOJbKO HIKe-

KPUTEPUN MEePEYNCIEHHBIX | IEPEYMCTIEHHBIX
KpUTEpHEB KpUTEpHEB
Temorio6uH, Boutee 100 85-100 Menee 85
r/a
Kaspruii, Mernee 3,0 Memee 3,0 Bouree 3,0
MMOJIb/JT
M-nporeun
IgA, v/n Memnee 30 30-50 Bosee 50
IgG, r/n Memee 50 50-70 Bomee 75
Jlerkue e | Menee 4 4-12 bBouee 12
B Moue, T/24 9
Pentrenorpa- | Hopmanbhast - 3 MTHYeCKnX

KOCTHBIX O4ara

[Tonknaccudu-
Karys

Craansa A

Cramgust B

Kpearunun ceiBopotkn menee 177

MKMOJIb/JT

Kpeatnnun ceiBopotku 177
MKMOJIb,/JI 1 GOJIbIIIEe
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Tabnuma 15.12
MesxayHapoanas cuctema craauposanust MM (ISS) (Greipp et al.,

2003)
Cramusi | B,-mukpornobynn, | Anpbymun, | Meanana mpogosKu-
MT/J1 r/n TEJIbHOCTU JKU3HU, MEC
I Memnee 3,5 Bouee 35 62
II Memnee 3,5 Menee 35 45
3,5-5,5 Jhoboii
11 Boxee 5,5 JTo60it 29

2. Jloy1s MOHOKJIOHAJIBHBIX TJIA3MAaTUYECKUX KJIETOK B KOCTHOM
moazre Gourbiiie 10%.

3. Her xayob6 v mopaskeHust OpraHoB U TKaHEN.

Kpumepuu xaunuuecku evipaxcennoii MM:

1. TTaparrpoTent B CHIBOPOTKE MJIM MOYE B JIFOOOM KOJHUYECT-
BE.

2. MoHOKJIOHATBHBIE TITIA3MATHYECKUE KITETKU B KOCTHOM MO3Te
WJTN TITa3MOIUTOMA B OHoTTaTe.

3. [lopaskeHnrie OpraHoB U TKaHEN: TUTTEPKATbIIUEMUST, TOYeTHAS
HEIOCTATOYHOCTD, AHEMU S, OCTEOJIN3.

[Topaxkenue opranos u Tkanei npu MM BKTIO4aeT:

* TUTIEPKAJIBITNEMUTIO — CKOPPEKTUPOBAHHASA CHIBOPOTOYHAS
KOHIIEHTpaInst KanbIius 6osiee 4eM Ha 0,25 MMOJIb/JT TPEBOCXOTUT
HOPMY WJIM TIPEBBITIAET 2,75 MMOJIb/JI;

* [I0YEYHYIO HEIOCTATOYHOCTD, 00YCIOBIEHHYI0 MM;

* aHemuio — remoryo6un Meree 100 r/;

* MMOPaKeHNE KOCTEH — OCTEOTUTUIECKUE 0YaTH, OCTEOMOPO3,
KOMITPECCUOHHBIE TIePEJIOMBI;

* [IpOYMEe — CUH/IPOM TIOBBIIIEHUS BA3KOCTH KPOBU, aMUJIO-
U103, peruauBupyomme Gakrepuanbibie nHMGeknun (ame 2 pas
3a 12 mecsiieB).

Ecaum met yBepennocTu, 4To mopaskenme OpraHoB U TKaHeH
obycoBaeHo MM, IUarHOCTHYECKUN KPUTEPHil KINHUYECKH BbI-
paxxenHoit MM — 6ostee 30% MrasMaTHYECKUX KJIETOK B KOCTHOM
MoO3re.
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Jleuenue. /[o6pokavecTBEHHAST MOHOKJIOHAIbHAS TAMMATTATHST
u G6eccumnromuas MM Jedenus ve Tpedyior. Ilokasano Habio-
JIeHVIe TEMATOJIOTA OJTUH Pa3 B 3 MeCsIa ¢ UCCAeI0BAHNEM YPOBHS
HaparpoTenta B CBIBOPOTKE U MOYE, ITPU MOSIBJIEHUY HOBBIX CUMIITO-
MOB — HCCJIE/JOBAHIE KOCTHOTO MO3Ta, peHTTeHOrpadust CKeeTa.

e sieueHnst MHOKECTBEHHOM MUEJIOMBI: TTO/IaBJIEHIE POCTA
OTTyXOJIN, MAKCUMAJILHOE YJIyUIIeHUe KaueCTBA JKIU3HU U yBeTUde-
HUE ee MPOJIOJKUTETBHOCTH. JledeHre BKITI0YaeT COTIPOBOIUTEh-
HYIO TE€PAITNIO, HAITPABIEHHYIO HA JieueHIe OPTAaHHbIX HAPYIIEHUH,
U TIPOTUBOOITYXOJIEBYIO TEPATIHIO JIJIsI MAKCUMAJILHOTO YMEHbIIEHST
00beMa OIyXOJIH.

Kpumepuu 3¢ppexmuernocmu neuwenus MM (kpurepun Eg-
POTENCKON MCCIIeI0BATENBCKON IPYIITIBI TI0 TPAHCTLIAHTAIIH KOC-
THOTO MO3Ta ¥ CTBOJIOBBIX KJIETOK KPOBH):

e [loanwviti omeem.

OrcyTcTBHE TTaparpoTenta B ChIBOPOTKE U MOYE MO JIAHHBIM
UMMYHO(DUKCAITHOHHOTO 37IeKTPOodope3a B TeueHre Kak MUHUMYM
6 Heslesb; OJIST TIA3MATUYECKUX KJIETOK B KOCTHOM MO3Te MeHee
3%.

* Yacmuunwlii omeem.

CHuKeHMe YPOBHSI ITapalipoOTENHA B CHIBOPOTKE HoJiee yeM Ha
50% 160 CHIKEHME 9KCKPEIUH JIETKHX T[eneil MMMYHOTJI00YJTH-
HOB ¢ Movoit Ha 90% (usu 10 yposHs metree 200 Mr/cyT) B TedeHme
6 Hemxeb.

* Munumanvnwviti omeem.

Cumkenue ypoBHsI MapanpoTenta B ChIBOPOTKe Ha 25—49%
00 CHYZKEHME SKCKPEIUH JIETKUX 1eTlell UMMYHOTIO0YJINHOB C
Mmouoii na 50-89% (1o coxpanenue ee Ha yPOBHE, IPEBBIMIAIOIIEM
200 mr/cyT) B TeueHue 6 Hele b,

* Omcymcmeue agpgexma.

He otBeuaeT Hu KpuTepusiM MUHUMAILHOTO 3(hheKTa, HU KPH-

TEPUSIM TIPOTPECCUPOBAHIST GOJIE3H.
o Cmabunusayus.

HeT npu3HakoB Mpo1o/iKAIONIErocs MopaskeHns OPTaHOB U TKa-
Hell; n3MeHeHue YPOBHsI TTAPAIPOTENHA B CHIBOPOTKE U 9KCKPEITUU
JIETKUX TIeTIell ¢ MOYOI MeHee YeM Ha 25% B Teuerne 3 MeCsIIeB.

* IIpozpeccuposanue.
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Hapacranue nopaskeHnsi opraHoB 1 TKaHel (HeCMOTPs Ha Jie-
YeHe WJIN [T0CJIe IOCTHKEHUS CTaOUIN3aIliN ); TIOBBIIIEHUE YPOBHSI
napanpoTerHa B CbIBOPOTKe OoJjiee ueM Ha 25% (Bbiiie 5 /1), 1160
yBeJIMUeHre 9KCKPEIUH TTaparnpoTenHa ¢ Mo4oii 6oJiee yem Ha 25%
(60siee 200 mr/cyT), 1u6O yBeJTMUEHUE OJTH IITa3MAaTHYECKUX KJle-
TOK B KOCTHOM MO3re GoJiee ueM Ha 25% (abCoMoTHOE YHCIo — He
menee 10%).

* Peyudus.

[ToBTOpHOE TOSIBJIEHIE TPU3HAKOB 3a00JI€BaHMsI, BKIOYAst
MTOBBITIIEHNE YPOBHS MTapanpoTenHa, OMPeIe/IIEMOTO € TTOMOTIBIO
MMMYHO(UKCAIIMOHHOTO 3J7IeKTpodopesa, Ha hoHe MOJTHOI peMuc-
Cum.

Conposoodumenvhoe neuenue:

1. Jleyerue 6osin. AnasibreTuku mpr MM HazHayaroT MOATAITHO,
B COOTBETCTBHUU C TPEXCTYIEHYATON cXeMOii moi6opa 06e3601mBa-
IOIUX CPeCTB, mpeanokernHoir BO3 (1986).

* bosib > HeHapKoTHYEeCKU aHaabreTuk (mapareramost 1
4—6 pa3 B CyTKM) ¥ JIONMOJHUTEJIBHBIH MTperapat, He OTHOCATINICS
K aHaJbTeTUKaM, IpU Heliponatuun: Kapbamasenu ((pUHIEICUH
200 Mr) WM aMUTPUNITUINH, Win rabanenTut (tebanTud 300 mr,
HeitponTun 300, 600 mr).

* Bosib coxpaHsieTcst WM yCuInBaeTcst — cjaadble HapKOTH-
YecKue aHAJIbIreTUKN — TapalieTaMoJi+KOJIenH; HEeHADKOTUYECKU I
AHATBTeTUK + JOTOJTHUTETbHBIN TTpernapar, He OTHOCSIIUNCST K
AHAJTbTETUKAM.

* Bosb coxpanseTcss M ycuanBaeTcss — CUJIbHBIN HAPKOTH-
yeckuil anajabretuk (penranusi, Mmopdun). [lioporesuk — TpaHc-
JIepManbHasg cucteMa ¢ copep:kanneM dentanmia 2,5—10 Mr +
HEHAPKOTUUYECKUI aHAJBTETUK + JIONIOJHUTEIbHBIN TIpernapar, He
OTHOCSITITUHCS K aHATTbTeTUKAM.

2. Koppekims rutieprajibIlneMun 1 opaskeHust koctel. /lan-
Hble nposiBiennst MM Bosuukaior B 30% ciryyaes, 0ObIYHO B e0roTe
3a00JI€BaHVS UJIU B PEIIUIVBE.

¢ Jlerkas rurnepkaibiiieMus (CKOPPEKTHPOBaAHHASA CBIBOPO-
TOYHAS KOHIEHTpALKs Kajabluus 2,6—2,9 MM0JIb//1) — 06UIbHOE
MUTHE.

* YMepeHHast U TsKeJast TurepraabiineMust (CKOPPEeKTUPO-
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BaHHasl CHIBOPOTOUHAS KOHIIEHTpaIUs Kaiblius 2,9 MMOJIb/J1 1
6ousiee) — nHby3UOHHas Tepanus 1 HypoceMusl, HazHadeHue Guc-
docdonaros (6oredoc 400 Mr (KrogpaHaT HATPUSL), 30MeTa 4 MT
(30JIeIPOHOBAST KUCIIOTA)).

e Crolikas runepKajgbliueMusi — TJIIOKOKOPTUKOCTEPOU/IbI
BHYTPUBEHHO, KAJBIIUTOHNH (MUAKAJBITUK ).

Buchochonars pekomenyorest 6obHbIM MM, KOTOPBIM He-
obxouMa XUMHUOTepanust. JInTe bHOCTD JeueHnst — 2 Tofia pu
1030BBIX peskumax 1600 mr/cyT st 6oHedoca u 4 Mr/mMec st
3oMeThl. [lepen HazHaueHeM 30MeTHI TTOKa3aHa CaHAIHS TTOJIOCTH
pTa, epel KaK/IbIM BBEJIEHUEM OIIPEJIEJISTIOT KOHIIEHTPAIINIO Kpe-
atunuHa. [Tpu ero konienTpamuu 6osee 265 MKMOJIb/JI 30METY He
HA3HAYAIOT.

3. Jleyenue nopakenus nodek. [Tpu BbisiBIeHUN 3a60/1€BaHUsT
YacTOTa ATOTO OCHOKHEeHU cocTaBigeT 30%, mocTurasd B JaJibHE-
mem 50%. Tskenast moyeyHast HeOCTATOYHOCTD, TPeOYIONIas Anua-
JIM3HOM Teparuu, umeeT MecTo y 3—12% OOJIbHbIX.

DakTopbl, 00YCIOBIUBAIOIIE TOYEUHYIO HEJ0CTATOUHOCTH:
00e3BOKMBaHNE, TUTIEPKAJBIIMEMIS], TUIIEPYPUKEMUST, HH(DEKITHS,
npuMeHeHre He()POTOKCUIHBIX TIPeNapaToB (aMUHOTITUKO3WIHI,
HIIBC). HauboJibIyto 0MacHOCTb MPEACTABJISIOT JIETKIE Tenn
UMMYHOTJIOOYJIMHOB, TIOBPEsKAAIOIIIE TPOKCUMAIbHbIE KAHAJIBIIbI.
Pexxe npuumHOi mopaskeHus 1MovYek CTAaHOBUTCS OTJIOKEHUE aMU-
JIoOUIa, a TaKKe MJIa3MOKJIeTOUHAST WH(PUIBTPAIIIS TTOUEK.

ITpodunakTrka IIOYEYHON HEZOCTATOYHOCTU: OOUIBHOE [TH-
The, KAaK MUHUMYM 3 JI/CyT, TPOTUBOTIOKA3aHbl aMUHOTTUKO3W/IHI
n HIIBC. Pannee jiedendne moyedynoi HeLO0CTATOYHOCTUA: MHTEH-
cuBHag MHQY3MOHHAS Tepanmusd 3 JI/CyT U JedeHne nHOEKITNH.
[Ipu runepxasnbiiueMuu, He nojaawoIleiics nHOY3MOHHON Tepa-
uu — 6ucdocdonarsl BHyTpuBeHHO. [Tpyr HEOOX0AMMOCTH — Te-
MOJIUAJINS.

4. Jlegenve anemun. Ha MOMEHT ycTaHOBJIEHUS AUarHO3a
aHEMUS PETUCTPUPYETCST Y 2,/3 OOJIbHBIX, & IPH PEIMINBAX U MTPO-
rpeccrupoBaHum — ene daiie. [lo Mepe mapactanmsa apdekxra ot
XUMHUOTEPAINU TSKECTh aHEMIUH OOBIYHO yMeHbInaercs. [Ipu Je-
YeHUU HeOOXOAMMO YUYMTHIBATh Ipejpacioaraomnme GaKkTophbi:
KPOBOIIOTEPIO, TEMOJIN3, a TAKKe AedUINT Keje3a, BuTamuna B, n
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donmeBoit kucaorsl. OCHOBHOM MeTO iedeHus aneMun ipu MM:
nepeTmBaHye 3PUTPOIINTAPHON Macchl. [Ipu BliepBbie BRIABIEHHOM
MM mnpenaparsl pAIIO He HazHAYAIOT /10 TEX MOP, TOKa He OYLyT
OlleHEHbI Pe3yJIbraThl XuMuoTepanui. [IpoOHOe JieyeHne npenapa-
tamu pIATIO B 103e 160 ME/xr (10 toic ME Tpu pasa B Heneso)
MOKHO HAa3HAYKMTh OOJIBHBIM C aHEMUEH, OJTyYalonMM XUMHOTEPa-
nuto. [Ipu orcyrerBum abdexra yepes 4—6 Heziesb 103y yIBAUBAIOT.
Ecsmi uepes 6—8 Heesib ypoBeHb reMOTIO0MHA He YBETUYNIICS Ha
10-20 r/7, ycrex MasioBepoOsITEH U JiedeHue caelyeT TPeKPaTUTh.
Ecsmm yposenb remorsiobuna mipesbicut 120 v/, pAIIO ormeHsoT
WM CHUSKATOT 7103y, Bo Bpemst sieuerust pATIO HeOOXOMMO CIIENTD
3a co/iep;KaHreM sKeJie3a B OpraHu3Me.

5. Jleuennie underimii. Puck nndeximii mpu MM obyciioBieH
Kak caMuM 3abosieBaHreM (TlaparpoTerHeMust, HapytieHue (hyH-
Ky B-muMbonuToB u runoraMMarygio0yJInHeM s, HapyleHe
byaxmmm T-mumdonmToB), Tak U ero jJedenneM (HEHTPOTEHNS
PasIMYHOI TSKeCTH, TIIOKOKopTUKoub!). Hanbomnee noasepsxe-
Hbl WHGEKIUsIM GOJIbHbIE B MEPBbIe 3 MecsIa Mocje YCTaHOBKH
JIMArHO33; 3aTeM, 110 MepPe JI0CTUKeHUs 9 PeKTa OT JTeYeHUsT, PUCK
nHDEeKIU cHIKaeTcsa. BakHyio posib B TpoduIakTuKe HHPEK-
UM UrpaeT mojjeps;KaHue ABUTATEIbHON akTUBHOCTH. [Ipodu-
JIAKTUYECKH TTPUMEHSIOT TPUMETOTIPUMa/CyTh(haMeTOKCa30 TPH
XMMHUOTEPANNY AJIKUITUPYIONIMMY CPEICTBAMU B T€UEHUE MTEPBBIX
2 MmecstieB nedenns. [Ipu muxopazike HeMeIEeHHO Ha3HAYAlOT aH-
TUOMOTUKH IMTUPOKOTO CHIEKTPa IEWCTBYSI, AKTUBHBIE B OTHOIIIEHU I
Streptococcus pneumoniae, Haemophilus influenzae u Escherichia
coli — ocHoBHBIX BO30y auTesieit nubexmii ipr MM. Tpu Tsikenoit
CUCTEMHON MH(MEKITNHN TTOKa3aHO BHYTPUBEHHOE BBEJICHIE aHTUO-
otukoB. ITpoduiakTuka HOPpMAJIbHBIM UMMYHOTJIOOYJIUHOM IJIsT
BHYTPUBEHHOTO BBeeHus 0,4 T/KT e5KeMeCSTIHO TPeOYEeTCsT TONBKO
npu peruauBUpyonmx nHekiusx. [lokazana BakimHaIys poTuB
rpuTma.

6. KoppekIing Apyrux OCJa0KHEHUN: CIABJICHUS CIIMHHOTO MO3-
ra, HeipoIaTuu, MOBLIIIEHHON BA3KOCTU KPOBU.

 CziaBJieHue CIIMHHOTO MO3Ta 9KCTPAMe/LY LIS PHBIMU OYaramMu
OIyX0JIi BeTpeyaeTcst y 5% 06osbHbIX. [IposiBIeHns 3aBUCAT OT
JIOKaJIM3AIMH, TIPOTSKEHHOCTH M CKOPOCTH caaBienust. Hanbosee
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XapaKTePHBI TIOTEPs YYBCTBUTEILHOCTH 1 TTapecTe3wsl, CJIabOCTh B
PyKax U HOTax, 3aTPyJAHEHK TIPU X0Ab0e 1 HapylieHue QyHKIIHI
Ta30BbIX OpraHoB. CjlaBJieHre CIIMHHOTO MO3Ta — 3TO HEOTJIOKHOE
COCTOsTHIE, KOTOPOE HeOOXOAMMO AUarHOCTUPOBATh U JIEYUTh B
nepBble 24 4 (akcTperHass MPT, nipu ee HeiocTyITHOCTU UM TIPO-
tuBonokazanusix — KT). MeankameHnTo3Hast Teparuist: Ge3oT.ara-
TeJIbHO Ha3HAYaIoT /leKcaMeTa3oH B 103e 8—16 mr/cyt. Metonom
BBIOOPA CJIYKUT JIOKaJIbHOE 00JIyYeHre; ero HaYMHAIOT B TeYeHue
24 4 mocJie yCTAaHOBJIEHUS UATHO3A.

* Heiiponatus peako ObiBaeT mepBbiM HposiBiaeHrneM MM.
BosmoskHbIe IPUYMHBI HEHPONIATUN: AMUJION/I03 UJIM OCTEOCKJIe-
porudeckast bopma MM, mo60uHbIi ahheKT JedeHus: BUHKPHC-
TUH, TAJTUAOMU 1 6OPTE30MHUO BBI3BIBAIOT HEHPONATHIO MOYTH B
30% caydaes. Y Bcex GOJIBHBIX C TTaparpoTenHeMHUell, COPOBOIK-
JIAOIIeNCs MBIIIEYHOH ¢1ab0CThio, OHEMEHUEM WJIH apecTe3neil
U CHUZKEHUEM CYXOKUIIbHBIX pedieKcoB, HeOOX0ANMO UCKIIOUNTh
JIeMUeJMHU3UPYIONLYI0 HeifponaTtuio u [gM-napanporennemMu-
yeckylo Heiiporartuio. IIpu ngemuesnHusupyoneil Heiiponatuu u
I[gM-napanporernHeMueCKON HEHPOIIATUY TIOMOTAeT HOPMATbHBIA
UMMYHOIJIOOYJIMH I BHYTPUBEHHOTO BBeieHus. IIpobHoe Je-
YeHHe ITUM TIPENapaToM OIPaB/IaHO MPH TTO03PEHNH Ha JIFOOYIO
U3 HepeyrcaeHHbIX (opM HelpoaThu, ocjie TOro Kak GoJ1bHOIro
OCMOTPUT HeBpornaToJior. [Ipu iedenrt HOpMaJIbHBIM UMMYHOTJIO-
OyJITHOM HEOOXONMO CJIEIUTD 32 BA3KOCTHIO KPOBH.

Ilpomusoonyxonesas mepanus: enepevie 6viA6AEHHASL MU-
enoma. Boibop TaKTUKK TIPOTUBOOITYXOJIEBOI TePAIiK OCYIIECT-
BJISIETCSI C YUE€TOM BO3PACTa M MEPCIEKTUBBI Ay TOJIOTMYHOI TPaHC-
miantanuu [CK.

VY nmosxuibix nanueHTos (crapiie 65 JieT) WM IPU HaJdudin
MPOTUBOTIOKA3AHN TSI BBICOKOIO3HOM XUMUOTEPATTUH C ayTOJIO-
ruynoi TpanciianTanueil TCK 6asucHbIM IpernapaToM B I€4eHUN
aBrsiercs mesidosan (ankepan) 9 Mr/m? (4 Hst) B coueTanuu (Mm
6e3) ¢ npenausononom 30 mr/m? (4 aus) ¢ uHTEpBaIOM B 4—6 He-
J1eJIb 110 cTabMIbHOTO OTBeTa. IIperMyiecTB MHOTOKOMITOHEHTHO
HOJIMXUMUOTEPATTHH JIJIS TOSKUIIBIX OOJIbHBIX He BBISIBJIEHO.

VY manueHToB MoJioKe 65 JTeT TPU OTCYTCTBUN MTPOTHBOITOKA-
3aHUM /17151 BBICOKOJIO3HON XUMMOTEPAIIUU € TTOCTeYIoNiel ayTo-
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rpanciianTanueil TCK Bo usbexanue MOBPEKIAIOIIEr0 BO3IEHC-
s Ha ['CK amkunupyronux mpenapatoB (aJKepaH) WHIYKITHIO
PEMUCCUU TIPOBOJISIT BBICOKOIO3HBIM JIEKCAMETA30HOM B COUETAHUHU C
BUHKPHCTUHOM 1 ajiprabiactiuioM — VAD: Bunkpuctus 0,4 Mr/neHb
BHYTPUBEHHO KalleJIbHO B TedeHue CyToK, 1—4-ii ienb, aapuabiac-
TUH 9 Mr/M? BHYTPUBEHHO KalleJIbHO B TeueHue CYyTOK, 1—4-ii jieHb,
nexkcameTaszoH 40 MT//eHb BHYTPUBEHHO WJIM BHYTPb, 1-4, 9—12,
17-20-71 mun. Kypcebl TOBTOPSIOT Kaxk/ible 4 Hemesn nin ¢ 14-mHes-
HbIM UHTepBajoM. Beero 4—6 kypcoB. B pannoMusnpoBaHHBIX UC-
CJIEJIOBAHUSIX MMOKA3AHO MTPEUMYTIIECTBO KOMOMHAIINY C BKITIOUEHEM
6opresomuba (PAD) 110 cpaBHenuio ¢ nporpammoii VAD.

[IponemoncTpupoBaHo MoBkITIeHNE 9((HEKTUBHOCTH TEPATTUN
MpU TTOAKII0YeHNH K mporpamme MP (asikepan + mpeiHU30JI0H)
Besibkeiina (6opresomuba). Beabkeiin — Gopcoaepskaiiee CuHTe-
THUYECKOE TTPOTUBOOIYXOJIEBOE CPEACTBO — 0OPATUMBbIil BBICOKO-
CEJIEKTUBHBII MHTUOUTOP aKTHUBHOCTU MTPOTEacOMbI 26S, KaTasim-
3UPYIOIIEN paciierieHne OCHOBHBIX OEJTKOB JKM3HEHHOTO IIHKJIA
KJIeToK. Mexanusm paspytieHus KJIeTOK MUEJTOMBI 3aKJII09AeTCS B
6sokaze akrusaiuu 6eiaka NF-kB. Beabkeiin (V) BBoguTCS B 103€
1,3 Mr/m? BHYTPUBEHHO CTPYIiHO B 1, 4, 8-if u 11-i1 iHu, ¢ mocieny-
oM 10-HEBHBIM TIepepbiBoM (iHU 12—-21). Jleuenne BesibKeHI0M
MOJKET OCYIIECTBIISATHCS B BUIE MOHOTepANuu (TIpU HAJTUIUU TIPO-
THUBOIOKA3aHWI JIJIsI XUMUOTEPAIINH ), B COUETAHUU C AJIKEPAHOM,
npeanauzononoM (VMP), Beicoknmu nozamu iekcametasona (VD).
[Tocrentsist KOMOMHAIKS SIBJISIETCSI Tepaieil BBIoopa y GOIbHBIX
¢ XPOHUYECKOH MOYEYHOI He0CTaTOYHOCThIO. JloGaBieHne mpe-
rnapara BeJIbKe I He3HAYMTEJbHO MOBBIIIAET TOKCUYHOCTb XUMU-
oreparnui. Harbosee 3HaunMbIM TT000YHBIM 3((HEKTOM SBIISIETCST
pa3BUTHE TTOJTUHENPOTIATHH.

JIpyrvumMu HOBbIMHU ITperiapaTaMiy TapreTHoOro Jeictsust ipu MM
spysttorest Tanugomuz (B PD He 3aperucTpupoBaH ) 1 JICHOJIMIAMILLL
(peBaUMUL), OTHOCATINECS K TPYTITIe NMMYHOMOYJISTOPOB, OKa-
3BIBAIOIIMX TIPOTUBOOITYXOJIEBBIN 3(h(HEKT mocpeacTBOM GJIOKaIbI
aHTHOTeHe3a W CTUMYJISATNY T-KJIeTOYHOTO TPOTHBOOITYXOJIEBOTO
nMmmynauTeta. Tamupomus o 200 Mr BHYTpb (MUHUMAJIbHAS 71032
100 M1, Mmakcnumambaasg 400 MT) MOSKHO TIPUMEHSTD JITUTETHHO B
BHJie MOHOTEPAIIMK WJIM B KOMOMHAIIMK C BBICOKMMU JI03aMU Ji€-
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KcaMmeTtasoHna. JleHoaumgamu mo 25 MT BHYTPD, B 1-21-i1 nenp B
MECSI], ICTIOIB3YIOT B COUETAHWH C BBICOKUMM JI03aMU JIeKCaMeTa-
3oHa. Haubosee 3HaunMbIMU 110004YHBIME 3G PEKTaMU ABJISIOTCS
TPOMOOTHYECKIE OCTOKHEHNS, MTOJUHEHPOTTaTHS U OTTACHOCTH Te-
pPaTOreHHOTO BO3/IEUCTBUSI.

Jleuetue peuuoueos u peppaxmepnoix popm MM. B ciygasx
peunauBoB Gojiee yeM yepes 6 MecAIEeB 0T 3aBEPUICHU JICUEHUST
BO3MO’KHO MCIIOJIh30BAHIE UCXOIHBIX PEKITMOB TEPAITNH, a TAKKeE
KOMOMHAIMY [UTOCTATUKOB ¢ OOPTE30MUOOM, TATUIOMUIOM, Jie-
HOJIMJIAMUJIOM.

15.3. 3penble T/NK-kneTo4yHble
HOBOOOpa3oBaHUsA

ITO TeTepoTeHHast TPyIIa 3a00IeBaHIA, TIPOUCXOATINX 13
3pesibix (rpomeanux auddepeHnnpoBKy B tumyce) T- n NK-kire-
ToK. T-KJIeTKU 6epyT HAYamro OT KOCTHOMO3TOBOW JUM(POUIHOM
KJIETKU-TIPEIIECTBEHHUIIBI C TTOCJIEAYIONIUM CO3PEBAHNEM U MTPU-
obperenneM (hyHKIMOHATBHBIX CBOICTB B TAMYCE. AHTUTEH-CIIEIU-
(uueckme T-kIeTkN cO3pEBAOT B TUMUYECKOI KOpe (KOPTUKAJb-
HBbIe THMOIIUTBI ), UMeIOT He3pesbiii T-kietounsiii hernotun (CD1a,
CD3, CD5, CD7) u akcnpeccupyior TdT. Knerku ganHoit cragun
BbI3PEBaHUs cocTaBistior cyberpar T-mumdobaactHoir tumbo-
MblI/Jieitko3a. MemyuisipHble THMOIIUTHI UMEIOT (DEHOTHT, CXOKHUI
¢ (perorunom 3pennrx T-kaeTok nmepudepndeckux TUMGMOUTHBIX
opranoB. B zaBucumoctu ot TkP, acconmuposannoro ¢ CD3, BbI-
Jendior Ba kiacca T-kiertox: a, B-T u vy, o-T.

NK-ksetku He umeroT TP, 4yTo 3aTpynHseT onpeneseHne ux
KJIOHATBHOCTH. VIX OTMUNTETbHBIMI TIPU3HAKAMU SBJIAIOTCS 9KC-
npeccust CD16, CD56 1 Hamune cBOICTBA IIPSIMOIL IIMTOTOKCHAYEC-
KOU aKTUBHOCTHU TIPOTUB OTYXOJIEBBIX U BUPYC-UH(PUITIMTPOBAHHBIX
KJIETOK.

C yueToM Bo3MOKHOCTEH IMMYHOTeHeTH4YecKoi anddepentn-
posku BO3-knaccuduramusa (2008) Boiesser 22 pasHOBUIHOCTH
spesbix T /NK-kireTounbix HoBooGpasoBatuii (* — HeyCcTosBIIeCs
TEPMUHBI ):
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* JlelikeMrnueckure BapuaHTBI:

T-xmeTouHbI TPOANMQOITUTAPHBI JEHKO3;
T-k7eToYHbI TpaHyAAPHBIN TMMOOIUTAPHBIN JeHKO3;
arpeccuBHbI NK-KJI€TOUHBIH J1€i1KO03;

T-kneTounast iuMdboma/TeiikeMust B3POCJIbIX;
xpormdeckoe aumMbonpomudepatnsaoe NK-kaetounoe
3aboseBanue®;

cuctemaoe EBV+ T-knerounoe mumdbonpoandepatnroe
3aboJieBaHIe JIETCKOTO BO3pacTa®;

TUpoa OCIIEHHOBUIHO-TT0A00Has TuMboma*™.

° SKCTpaHO[[aJIbeIe BapHaHTbI:

axctpanopanbaasg NK/T-knetounas mumdoma, Ha3aabHBIN
THUIT;

accoMupoBaHHasd ¢ sHTeponarneil T-kmeTounas ammdo-
Ma;

rematocryieHndeckas T-kmeTounas mumboma;

HOJIKOKHAST TAHHUKYJINT-110106Has T-kietouHast sumbo-
Ma.

* Ko:xnbre BapMaHTbI:

rpUGOBUIIHBIN MUKO3;

cunzipom Cesapuy;

nepsuuHadg kKoxxuag CD30-mosutusnas T-kieTounas amMm-
doma;

MepBUYHASA KOXXHAA aHATIJIACTUYECKad KPYMHOKJIETOUHAS
aumdoma;

JUMGbOMATOUIHBIH TTAITyJIe3 y;

nepBUYHAS KOKHAs ¥, & T-kirerounas aumdoma;
nepBuyHadg KoskHag CD8+ arpeccuBnagd annepMoTporTHas
T-xnerounast mumdoma*;

nepBuuHag KoxHasg CD4+ menko-/cpenaekaerounas T-
KJeTouHast inmpoma*.

° HOlIaJIbeIe BapuaHThI:

nepudepudeckas T-kietounas sumdoma, Hecrienuduim-
poBaHHas;

aHrronMMyHoOTacTHast T-kiretounas sumboma (AVIBJT);
aHaTJIacTHyeckas KpynHokgeTouyHasd aumpoma, ALK-1mo-
sutuBHas (AKKJI);
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aHariacTuieckast KpymHoknaerounas sumcoma, ALK-ne-
raTUBHASI™,

O6mas yactora BecrpedaemocTtu 3peibix T/NK-kiaeTounbix
HOBoOOpaszoBanuii B ctpykType HXJI cocrasisier 10—15%. B 1e-
JIOM, 32 HeOOJIBIITUM UCKJIFOYEHUEM, 3TO arpecCHBHbIE 3a00/I€BaHUST
¢ HeOIATONPUATHBIM TIPOrHO30M. HanboJtee vacTbiMu BapriaHTaMK
SIBJITIOTCS PAa3HOBUTHOCTHU HOA/IbHBIX (hopM. Ha ux oo mpuxo-
nutest 10 70% 3pestbix T-KIeTOUHBIX HOBOOOPA30BAHUIA.
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(IHMPOMA XOAKKHHA

JImmboma Xomxruna (JIX) — onmyxomsb sumbonnoi TKa-
HU, CyOCTPATOM KOTOPOH SIBJISTIOTCS KJIeTKH B-kiretounoit audde-
PEHIIMPOBKHN — TUTAHTCKUE MHOTOS/IEPHBIE OITyXOJIeBbIe KJIETKU
(xaerkn Pun—Bepesosckoro—ITItepubepra) v mX MOHOHYKJIeapHbBIE
AHAJIOTH-TIPEATICCTBCHHUKN (KIETKN XO/KKIHA).

JInmdoma XoKKIHA UMEET PSIL OTANINN OT HEXOKKMHCKUX
sumbowm. [Ipu JIX Ha oryxoJieBble KIeTKH TPUXOIAUTCS 0K0JI0 1%
B CTPYKTYPE OIYXOJEeBOH TKaHU, KOTOPask HAIOMUHAET BOCHAJIN-
TeTBHBIN MHDUIBTPAT, cocTodamuii u3 T- n B-nmumdormTos, nras-
MaTHUYECKUX KJIETOK, HEUTPOPUIOB, 203MHOPUIOB, TUCTUOIUTOB,
TYYHBIX KJIETOK ¥ JIp. B TO ske Bpems Ipu OTCYTCTBUU TIPOTHUBO-
OIyXO0JIEBOIl Tepanuu 3To cMepTeabHoe 3aboseBanue. [Tpu JIX
OTTyXOJIEBbIE KJIETKHU YTPAuNBAIOT KJITOUeBbIie MM hepeHImpoBoy-
HbIE aHTUTEHBI I MApPKePbl 9KCIPECCHH T€HOB X TeMOTIOITHYECKIX
MPeIIeCTBEHHUKOB.

Ha oo JIX mpuxoautcest 0kosio 1% oT Beex ommyxoJieit 4eso-
Beka 1 30% B CTPYKTYpe 3JI0KauecTBEHHBIX JuM®oM. MyKUnHbBI
60JIeI0T HeCKOIbKO uatie ke (1,4:1). BeigeneHo asa nmmka 3a-
6osieBaemMocTi — B Bopacte 20—29 siet u crapiire 55 Jiet. B kauectse
3TUOJIOTUYECKUX (PAKTOPOB YCTAHOBJEHBI: BUPYC JminTeliHa—bapp
(Epstein—Barr virus, EBV), renetnueckas nmpespactionokeHHOCTh
1, BO3MOKHO, XUMUYECKHE BEIeCTBa.

B nacrostiiee Bpemst k010 90% 60.1bHbBIX JIX MOTYT ObITh 13-
JICYEHBI.

Kiannnyeckue nposisnenusa. [lepsoim cumnromom JIX, kax
MPABUJIO, SIBJISIETCS yBeJUUeHNE TUM(MATHUCCKUX Y3TI0B — JUMPO-
adenonamust. B 90% ciydaeB acCUMMETPIYHO YBEJTMIUBAIOTCS HAJl-
madparmMaabHble y3ibl. BO3MOKHA ¥ BHY TPUTDYIHAS JIOKATU3AIIUST
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mporiecca — BJINM@aTHUYeCKUX Y3JIaX CPeIOCTEHNSI, JIETKUX, TLIeBPHI,
YTO COTTPOBOKIAETCS KOMITPECCUOHHBIMU OCTIO;KHEHUSIMU — KaITLIeEM,
3aTPyTHEHNEM JIbIXaHMST, TJIOTAHMST, OJIBIIITIKOM, GOJISIMU ITPH JbIXaHU .
MHorma HabmioaeTest U30JIMPOBaHHOE MTOpaskeHue JTUM(paTHYeCKuX
Y3JI0B OPIOIITHOI TOJIOCTH.

[Tpu 9TOM MOKHO BBISIBUTH [IPU3HAKK CUCTEMHOTO 3a00JIeBa-
HUSE: JIMXOPAJIKY, TIOTEPIO alllleTUTa, C1aboCTh, MOXYAaHue, HHOT/A
KokHbIN 3y/1. [Tpu JIX kpoMe nopaxkeHus cesie3eHKH, 1le4eHr He
HCKJTIOYEHO BOBJIEYEHIE B OITYXOJIEBBIN MPOIIECC JTI0O0TO OpraHa
TKaHU: KOCTEMH, TOUeK, KOXU, MATKUX TKaHel, maespsl, [ITHC — ¢
XapaKTePHbIMU KIUHUYECKUMU CUMITTOMAMH.

AHanu3 KpOBU TIPY JIOKATM30BAHHBIX (hOPMaX MOKET HE UMETH
OTKJIOHEHUH OT HOpMBI. [Ipu Gosiee pacipocTpaHEeHHOM TIPOIECCe
OTIpeIe/IATOTCS TUTIOXPOMHAS aHEMUS, HeUTPOMUIBHBIN JICHKOIH-
T03, TMMOIUTOTIEH ST, HEBBIPAYKEHHAS 203UHO(MUIINS, TOBBIIIIEHNE
kosimuectBa TpombotuToB, COI. Tlpu OTCyTCTBUN N3MEHEHUN B
aHaJIM3e KPOBU MOKA3aHUH K TTPOBE/IEHUIO CTEPHATbHON ITYHKIINHT
HET.

Paznuunble BU3yanu3anuoHHbIe METOIbI UCcyieoBaHUs (YJIb-
TPa3BYKOBas AUATHOCTUKA, KOMITBIOTEPHAS TOMOTPahUs, AIePHO-
MarHuTHbIN pe3oHaHc, [19T) npumeHsIOT 17151 yCTAaHOBIEHUS CTa-
mu 60JIe3HU.

JlanapoToMus co CILUIEHIKTOMUEH 1an 6e3 Hee TI0Ka3aHa st
uaeHTU(UKAII BHY TPUOPIONIHBIX JIOKAJIU3AIIUI Oy XOJIH U yTOU-
HEHUsI ee BapUaHTa.

uarnocruyeckue kpurepuu JIX. CormacHo knaccudukanmm
BO3 (2008), JIX nogpasensiior Ha Kiaaccuueckyio dhopmy (95%
cilydaeB) W HOAyJstpHOE JuMbouaHoe npeobaananue. Kiraccu-
yeckas opMa noapasessiercs Ha 4 TUCTOJOTUYECKUX BapUaHTa:
HOMYJISIPHBIN CKJIEPO3, CMENTaHHO-KJIeTOUHBII BapUaHT, BAPUAHT,
6oraTbiil iuMdonuTaMu, TUMGOUIHOE UCTOLIEHNUE.,

[Tpu Kax/10M 13 BApUAHTOB 00sI3aTeIbHBIM ANATHOCTHYECKUM
KPUTEPUEM CITYKUT OOHapysKeHue KieTok bepesosckoro—IlItepH-
Gepra, COCTABJISAOMNUX MOPGOJOTHUECKUN cyOCTpaT OMyXOJIH.
HecmoTpst Ha TO, 4TO MYyHKI[MOHHAsT GUOTICHsT TUM(bATUIECKOTO
y3Jia MOKeT BBIIBUTH KJIeTku Puja—bBepesosckoro—Illtepubep-
ra UJiu OJHOsJIePHBbIE MPeIIeCTBEeHHUKN — KJIeTKU XOIKKUHA,
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JUist yctanossieHust BapratTa JIX HeoOX0uMo MOPGOIOTHYECKoe
(TUCTONOTUYECKOE) MCCIeIoOBaHe MaTepHaa, TIOJyIeHHOTO TIPH
3KCITM3UOHHOM OUOTICUM.

Tucmoanoeuuecrxas kxapmuna onyxoau 3aBUCUT OT BapuaHTA.

BapuaHT ¢ HO/LYJISIPHBIM CKJIEPO30M HanboJiee 4acThiil, COCTaB-
sster 40—50% cpenn Beex cayuaes JIX. Heckosbko yaiie BcTpeda-
€TCsl Y JKEeHIIUH, YeM Y MYXKYWH. B rucTosiornyeckom mperapare
XapaKTepeH HOAYJISAPHBIN THT pocTa omyxoun. [Ilupokme momocs
hubposa okpyKalT KiaeTouHbie HHGUIBTPaThl. OCHOBHOW 1IUTO-
JIOTUYECKUH 9JIEMEHT OITyX0JI1 — JIaKyHapHbIe KIeTKU. OHU NUMEeIOT
MIUPOKUI 000/I0K IIUTOTLIIA3MBI, YETKYO JIUHUIO KJIETOYHOI MeMO-
paHbl, 0BaJIbHOE WJIN MHOTOZOJIBYATOE SI/IPO C SAPBITIIKOM MEHBIITX
pa3MepoB, ueM B kjaccuuecknx kietkax PBIII.

CwMelanHo-KJIeTOUHbIH BapuaHT coctasJisiet 20—30% Beex cy-
vaeB JIX. O6bIYHO BCTPEYaeTCs y I€TeM, MOKIIIBIX JIUI] 1 OOJTBHBIX
co CIIN /I, gamte Bcero acconmupyetcs ¢ BOb-undextueit. Xapak-
tepeH audy3HbINI TUIT POCTA, HOPMAJILHBIN PUCYHOK JTUMDOY3J1a
CTEepPT, MOTYT HaOJI0AaThCs Pe3uIyaibHble TUIEPIIaCTHYeCKIe
dhosmukyibl. MUKPOCKOITMYECKAsT KAPTHHA OTJINYAETCsT GOJIBITUM
noanMopdusMoMm ¢ MHOKecTBOoM kjeTok PBII, mumdonnTos,
[JIA3MOLIUTOB, 203UHOGUIO0B, hubpobiracToB. MHOTO 2/1€MEHTOB
peakTuBHOTO TTpoucxoxaeHud. Knetkn PBII nmeror aBa sapa nan
6oJiee ¢ KPYITHBIM SIZIPBIIIKOM B KasK/IOM, TIPU/IAFOIIMM KJIETKE BUJL
«COBUHOTO TJIa3ay.

Bapwuant, 6orarbiii iumdormraMu, BCTpe4aeTcst JOCTaTOYHO Pel-
KO — mpuMepHo B 15% caydaes. [To THCTOMOTHUECKUM TTPU3HAKAM
HAIMOMHUHAET BAPUAHT HOLYJISIPHOTO JIUMMOUIHOTO TIpeodIalaHusl.
Yarie 6oJ1eloT MyKuiHbI MoJIOKe 35 Jiet. Bapuant JIX, 6oraTbrii
JuMdorTaMu, 0OHAPYKUBAETCST B PAHHUX CTAJIMSIX U HUMEET XOPO-
it porHo3. THIT CTPOEeHS Oy X0JI MOKET ObITh Kak Au(dy3HBIM,
TaK 1 HOJLYJISIPHBIM. B omyxosieBoM cyOcTpare BeTpedaeTtcst 00JIbIIoe
KOJIMTYECTBO JIUMQOINTOB U PACCESTHHBIX TI0 TPOJIIepaTy 203MHO-
uioB 1 r1asMaTHYecKuX KiaeTok, kieTku PBII penkn. PeaktrBHbII
UHQPUIBETPAT IPEICTaBIEH TPENMYIIeCTBEHHO B-mmvdormramu, 9T0
CYIIECTBEHHO OTJIMYAeT Kiaccuueckyto JIX, boratyro iumdormrami,
OT ApyTUX BapuaHuToB JI X, TP KOTOPBIX peaKTUBHBIE JIEMEHTHI IKC-
MPECCUPYIOT B OCHOBHOM T-KJleTOUHbBIE MaPKEPHI.
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JIumdonaHnoe ucTonienrie, WM BAPUAHT C M1O/IABJIEHUEM JINM-
bOoNIHOM TKAHU, — cCaMBIH PeIKN BapraHT (MeHbIIe 5% BCeX CIIy-
vaeB JIX). Knununuecku coorsercrByer IV craaun 6osre3nn. Yarie
BCTPeYaeTcs y MOKUIBIX O0bHBIX. OTIpe/ie/sieTcst IOJTHOe OTCYTC-
tBUe IuMGOLUTOB B Guorrare, mpeobianaior kaetku PBII B Buge
11acToB Win (hUGPO3HbIE TSKU, WK UX codeTanune. Buigensior moz-
Tt ¢ auddysHbiM hrbOPO30M, HAPYIIAIOIINM HOPMAJIbHbII PUCY -
HOK JinMpoysia. Petukymmaosbie pruOpo3HbIe BOJOKHA OKPYKAIOT
orryxoJsieBbie KiaeTku. OryXoseBblil UHOUIBTPAT TUITOKJIETOYHbII,
cozepxxkut kaetku PBII, ructuonuTel, iasmaTuiecKkue KJIETKU.
Berpeuatoress B He60IbIIOM KoudecTBe KaeTkn Xokkuaa, Co-
JiepsKaiie peakKTUBHBIX 2JIEMEHTOB HE3HAUNTETHHOE.

Honyssproe snmboniHoe npeobaajiaHiue MeeT MecTo B 3—
5% carydaes 6oJie3Hr XOKKIUHA. DTOT FUCTOJOITMIECKUN BapUaHT
OTJINYAETCS OT BCEX OCTAJIBHBIX KaK MOP(hOJIOTHYECKUMU, UMMY -
HO(MEHOTUITMYECKUMHM, TAK U KIMHUYECKUME OCOOEHHOCTSIMU. Xa-
paKTepeH HOLYJISIPHbBIN THUTT TIposTdepaluu 3a cueT TUMMOUTHbIX
KJIETOK Y I'MCTHOIUTOB, peAKo ObiBaeT Anddy3HbIil THIT TOpasKe-
Hust. B oryxosieBoM HHGUIIBTPATE TPAKTHYECKU He 0OHAPY/KUBAIOT
kiaccmdeckre kiaetkn PBI. Kaertounsiit coctaB mpoaudepata
npejicTaBjieH JUM@OIUTAMU, TUCTUOIMTAMU U KPYITHBIMU aTH-
HNUYHBIMU KJIETKAMU ¢ GJIeHBIM J0JbYaThIM SAPOM, HEOOIbITIM
SIIPBIIIIKOM ¥ TOHKUM 00O0JIKOM IIUTOMJIa3Mbl. [[pakTHYecKy He
BCTPeYatoTcs HEUTPODUIIBI, 503MHOMDUIIBI WU TIJIa3MaTHIeCKIe
KJIETKU.

Hmmynodenomunuposanue. J1jisi BApranToB, KOT/Ia OCHOB-
HBIM 3JIEMEHTOM B OITyXOJIEBOM TpoJindepare siBJISIIOTCS KJIETKH
PBUI wn ux anasoru, xapakrepua akcrpeccust CD30 u CD15.
B 20% ciyuaes oryxoJieBbie KJI€TKHU 9KCIIPeccupyoT B-kieTounble
MapKepbl. B 60JIbITMHCTBE CITydaeB He BbISBJSIETCS 9KCIIPECCUN HIX
T-, uu B-xsrerounsix mapkepos. B 20% onpenesnsiorcest T-kieToutbre
aHTUreHbl U B 3% — T- u B-kieTounbie MapKepsbl.

Cmaowo JIX onpegensior 1o kaaccudukanuu Ann-Arbor.
IV craguu cooTBETCTBYET MOpakeHre OHOTO Wik Hojiee SKCTpa-
HO/IAJIbHBIX OPraHOB, BKJIIOYAsi KOCTHBIM MO3T.

IIpornosupoBanne teuenus JIX. CyrmiecTByeT HECKOIbKO
MO/IXO/IOB K ITporHo3upoBanuio Teuenus JIX. [Ipu orcyrerBun Hut-
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JKeyKa3aHHBIX (DaKTOPOB PHUCKA TISITHIETHSISI BBIKUBAEMOCTD Oe3
[IPOIPECCUU COCTABJISIET 84%, KaXKIblil (DAKTOP PUCKA CHUKAET ee
Ha 7%. DakTopbl pUCKa:
* BO3PACT 45 JIeT U CTapllle;
e IV craguga 6osesnu;
e remorsiobun <105 r/1;
o muMmdonnTos <0,6 ThIC./ MK,
* MY’KCKOM 110,

* anpOymuH <40 /I,

* JIeHKOIMTO3 15 THIC./MKJI U GOJIBIIIE.
B kauecTBe apyrux akTopoB HeOJIArOMPUSTHOTO ITPOTHO3a TAK-
JKe YKa3bIBAIOT: CMENTAHHO-KJIETOUHBIN BApUAHT WU JUMGbOUTHOE

Ta6baunma 16.1

Craauposanue 110 cucteme IHH-ApOOD ¢ yuetom B-cumnromon

u pakropos pucka (ESMO, 2009)

Daxropsr | 1A, IB, I1a 11B 1ITA IT1B, IVA/B
pHcKa
Hurkakunx Orpanu- Orpanunuen- | Pacmpo- Pacripoctpa-
YeHHas Has CTpaHeH- |HeHHasd
Hopaskenne | Ipomesxy- |TTpomexy- |11
KaK MUHU- TOYHAs TOYHAs
MyM 3 Tpynn
JIY
Yeemmuenmne | IIpomexy- |IIpomexy- | Pacmpo- Pacmpocrpa-
COo* TOYHas TOYHas CTpaHeH- | HeHHas
Has
Boabmas [Ipomesky- | Pactipoctpa- | Pacripo- Pacripoctpa-
OITyX0JIeBast | TOYHAS HEHHast CTpaHeH- |HeHHas
Macca cpe- Has
JIOCTeHNS
30HbI [Ipomexy- | PacripocTpa- | Pactpo- Pacripoctpa-
9KCTPaHO- TOYHAs HEHHAs CTpaHeH- |HeHHasd
JIAIbHOTO Hast
MOPaKeHUs

* yeennuenne COD >50 mm/u 1ipu orcyrerBuu u >30 MM/4 Tipu
HaJINIUU B-cMMTIITOMOB.
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Tabauma 16.2

OcHoBHbIE KypChl XUMHOTEPANNH JJIs1 JI€YEeHUST
suM@Pombl XOT:KKHHA

Kype (pexxum) | /losa mpemapatos, Mr/m? | IlyTh 1 yacToTa BBEIeHUST
ABVD
A: Anpramu- 25 B/B, 1-it u 15-it qaHU
H (IOKCOPY-
OuInH)
B: Breomunun 10 B/B, 1-it u 15-it quu
V: Bunbsactun 6 B/B, 1-it u 15-it qaU
D: Jlakapbasun 375 B/B, 1-it u 15-it qHI
BEACOPP-6a-
3UCHBII
B: breomununa 10 B/, 8-ii nenn
E: 9romosnzg 200 B/B, 1-3-i1 nenn
A: Anpuabiac- 25 B/, 1-ii neHb
TUH
C: uxnodoc- 650 B/B, 1-it nenn
(han
O: Bunkpuc- 1,4 (makc. 2 mT) B/B cTpyiino, 8- AeHD
tnH (OHKOBUH)
P: IIpokapba- 100 BuyTpb, 1-7-i1 nemb
3UH
P: ITpennuso- 40 Buytps, 1-14-it nenn
JIOH
BEACOPP-3c-
KaJIMPOBAaHHbIN
B: baeomurimna 10 B/B, 8-ii nenp
E: 9romosn 200 B/B, 1-3-i1 nenn
A: Anpuabiac- 35 B/sB, 1-ii nenb
TUH
C: Huxnodoc- 1250 B/B, 1-i1 neHb
dan
O: Bunkpuc- 1,4 (maxc. 2 Mr) B/B cTpyiino, 8-it n1eHb

T (OHKOBWH)
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Oxonuanue mabn. 16.2

Kypc (peskum) | [losa npenapatos, mr/m*| IlyTh 1 yacToTa BBE/eHUS
P: TIpokapba- 100 BuyTps, 1-7-it nenp
3UH
P: IIpennuso- 40 Buytps, 1-14-it nenn
JIOH

UCTOIIEHIE, MYKCKOU TIOJT, TIOPAaKEHIEe TPeX Wiin OoJiee 30H JIM-
(haTryecKuX y3J10B, HO3IHNE CTajuu 6OJIE3HN, HATMYHE MAaCCUBHBIX
omyxoJsebix odaros (bulk) 6osree 10 cm B tuamerpe wiu pacimpe-
HIe TeHH cpe/locTeHust Ooiee ueM Ha 1/3 quameTpa rpyiHOM KII€TKH
B CAMOM TITUPOKOM ee MecTe, HaJTn4due B-cuMITOMOB, MOBBITIIEHTE
CO3 >30 mm/4a mpu craguu B u >50 MM /4 mipu cTraguu A.

Jleuenne. B coorBerctBuu ¢ ESMO (2009) BbIOOp TaKTHKM
Tepanuy KJacCuuecKuX BapuaHToB XJI orpejesissercs coryiacHo ¢
KPUTEPUSAM, TIpe/IcTaBaeHHbIMU B Tabsmie 16.1.

JleueHue nHauarvnvlx (0Zpanuvennblx) cmaoutl BKI0YaeT IBa
kypca ABVD (agpuabmactus, 61eoMUIIMH, BAHOIACTHH, akapba-
3uH) (Tabu. 16.2) B koMOGuHaImu ¢ JydeBoil Teparnueii B go3e 30 Ip
Ha 30HY UCXOJTHOTO TIOPAsKEHUSI.

Jleuenune npomencymounvix cmaduii: 1Ba Kypca ABVD B kom-
OGUHAIINY C JTy4eBOM Teparnueii Ha 30Hy HCXOIHOTO MOPaKEHHs.

Jleuenue pacnpocmpanennvix cmaduii: narreHTam 10 60 et —
8 xkypcoB ABVD uau 8 xypcoB BEACOPP-ackanupoBanusIii ¢
HOCJIELYIOTIM 00JIyYeHIEM PE3U/IYaIbHBIX OTTyXOJIEBBIX MACC A~
metpom Gosiee 1,5 cm. Teparust BbIOOpa s TAIIUEHTOB CTapIiie
60 et — peskum ABVD 110 npuunnte 60j1ee HU3KOI TOKCHYHOCTH.

Jleuenue peyudusos npennogaraeT XUMHOTEPATTAIO «CTIace-
Hust» (crangapTHas cxema DHAP) ¢ 00s13aTesibHOI TIOCTEnyI0-
et Beicokogosnoit X'T u ayronmornganoit Tpanciiantamnueii [CK.
C ma/uMaTUBHOI 11EJThI0 MOTYT OBITH CIIOJIb30BAHBI TeMITUTAOMH-
cojiepsKalliie peskuMbl, HOBble (hapMaKOJIOTUYeCKIe Mperaparbl B
MOHOTEPAIUH, JIOKAJTbHOE JIyYeBO€e BO3/I€HICTBUE.
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MNPHAOZKEHHNA

MpunoxeHune 1. KonnyectBeHHbIe XapaKTepPUCTUKN
nokasareneun nepucepmnyeckon Kposu

Iloka3aTesn «KpacHOU KPOBHU»>

[TapameTp Enununer | Hopmasnbhoe Dusnosornueckast
U3MEpEHVIST 3HAYEHIE 3HAYUMOCTD

HGB —remo- |r/n M: 130-172 | OG1uee copepskanue

rJI06UH JK:120-160 |remoriio6uHa U ero
JIEPUBATOB B €JIMHUIIE
obbeMa kposu (1 1)

RBC - sput- |[x10'%/n M:4,2-58 AOGCoI0THOE KOInuec-

POIUTHI K:3,8-5,3 TBO B eiMHUIIE 0OBEeMa
kposu (1 1)

Ret — peruky- | % 0,5-2,0 KonnuectBo MOIOIBIX

JIOIUTBHI APUTPOIUTOB (PETH-
KyJsrortuToB) Ha 100
PUTPOIUTOB

HCT - rema- |% M: 39-51 CooTHOIIIEHIE MEKTY

TOKPUT IK: 3447 00BEMOM TLJIA3MbI 1
06beMOM (HOPMEHHBIX
aJ1eMeHTOB (TIpeKIe
BCETO 9PUTPOITNUTOB)

MCV —cpen- |da 80—100 XapakTepuctiuka 00b-

HUiT 00beM eMa (pazMepa) apuTpo-

IPUTPOIIUATA I[UTOB

MCH — cpen- |nr 27-35 XapakTepuCcTHKa 9PUT-

Hee cojiepsKa-
HUe FeMOTJI0-
OuHa B
SPUTPOINTE

334

POTIUTOB TI0 COfIEePKa-
HUIO B HUX TEMOTJIOOMHA




Mpunoxenus

[Tapametp Enynuner | HopmasbHoe Dusnosornyeckas
U3MEPEHsI 3HaYeHUe 3HAYMMOCTh
MCHC - r/n 310-360 XapaKTepucTHKa 9PUT-
CpeHsist POIIUTOB TIO CO/lEPIKA-
KOHIIEHTPAIIHsI HUIO B HUX TeMOTJIOOMHA
reMorjo01uHa B
IPUTPOIIHTE
RDW —pac- |% 11,5-14,5 OG6beKTUBHDII MTOKa-
rpejiesienne 3aTesib AHU30IMTO3a
HPUTPOIIUTOB HPUTPOIIUTOB
110 TITUpPUHE
Plt — Tpombo- | x10°/x 150,0-400,0 | A6comoTHOE KOMMIeC-
IUTHI TBO B eJIMHUIIE 0ObeMa
kposu (1 1)
ITokasarenn «6en0i KPoOBU>
[Tapamerp HopmasibHoe 3HaveHune Dusnonornyeckas
3HAYMMOCTD
% x10°/1
WBC - neii- 100 4,5-11,0 AGCOIIOTHOE KOJINYeCT-
KOIUTBI BO B 1 1 KpoBU
Neu — nHeiirpo-
[O)iMINK
b — mamouko- 1-5
silepHbIe
S — CeIMEHTO- 47-72 2,5-7,5
sijlepHbIe
€0S — 903U- 1-5 0,04-0,44
HODWITBI
bas — 6aso- 0-1 0,01-0,1
upr
lym — M- 19-37 1,5-3,5
doruTs
mon — MOHO- 3—11 0,2-0,8
IUTHI
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MpunoxeHune 2. Han6onee 3Ha4YMMbIe NaToNIoOrMvYecKkne
M3MeHeHUA (KoNMn4ecTBEeHHbIe U Ka4eCTBeHHbIe)
cocTaBa nepudeprnieckon KpoBu

Haunmenosanune

JlnarsocTnyecKkuit
KpUTEPUi

[Tarodusnonornueckoe /KiIHU-
Yyeckoe 3HaYeHUe

KoanuecTBeHHble H3MEHEHHUST COCTaBa nepmbepnqecxoﬁ KpOBH

Anemusa M: Hb<130 r/x Tunoxcraecknit cuaapoM
JK: Hb<120 r/n
Iputpormros | M: RBC VBennuenue obGbeMa UPKYJIK-
>6,5x10'2/u1, rio- | pyIotieit KpOBH, IJIETOPUYECK T
OyJIApHBI 06BEM | CHHAPOM
>36 M /KT
JK:RBC
>5,6x10"2/11,
06y JISIPHBINH 00b-
eM >32 MJI/KT
Petukynoun- | Petukysnonursl Pereneparopsblii TUIl aHEMUH,
TO3 >100,0x10°/n aKceJIePUPOBAHHBIN 9PUTPOII0D3
B OTBET HA OCTPYIO KPOBOIIO-
TEPIO, TEMOJIU3, IPU JIEYCHUU
nedUIUTHON aHEMUN
Perukynonuro- | PeTukymonurst lTunoperenepaTopHasi aHeMst
IeHus <50,0x10%/n
Tpomboruro- | PLT <150x10°/1 | Temopparudeckuii CHHAPOM
TICHIS 1-if crenenn — MeTeXNaTbHO-CHHSIYKOBOTO THTIA
150,0—100,0x10°/1 | (remopparudeckast mypirypa)
2-ii cTenienyn —
100,0-50,0
(30,0)x10°/x
3-11 crenenn —
<50,0(30,0)x10° /7
Tpomboruros | PLT >450,0x10°/x1 | Peaktusnsiit (JK/{A, Bocnanu-
TeJIbHBIN MPOIIecC, HeMUeJTOU -
HbIe OITYXOJIN ) WJIN OITyXOJIEeBbII
(MuesrontposTepaTUBHbBIE
HOBOOOPA30BaHNs)
JleiikomnTo3 WBC >11,0x10°/11 | Bocnasmre bHbII 1poiece
Heiitpodunes | Hefitpoduint Bocnamrenbublit mporiecc
(m.+c.) >7,5x10°/n
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Hanmvenosanne | [Inarnoctudecknii | [Tatodusnonorngeckoe/xanHu-
KpUTEpUii yeckoe 3HayeHue

A6comoruptii | JTumbouuTh lTuneprtacruyeckuii CUHAPOM

aumdorurtos | >5,0x10°/n (XJLT)

AGcomornblii | MoHOIUTbI lTuneprutacruyeckuii CUHAPOM

MOHOITITO3 >1,0x10%/n (XMM.JT)

JosnHoGUINA | DO3UHODIITBI TimepaosnHODUIABHBIH CHH/T-

>1,5x10°/n POM: peakTHUBHBIN (TIapazuTap-

Hble MH(EKITNHN, aJlJIepro3bi),
OITyX0JIeBbI (Muesonpomde-
paTHBHbBIE HOBOOOPA30BAHNS,
JUMbOMBI)

Jleiikonenus WBC <4,0x10°/a | UmmyHOMeDUIUTHBIN CUHAPOM
C BO3HUKHOBEHNEM NH(DEKITH-

Hetitponerns | Hefitpodnier OHHO-BOCTIAJIUTEJbHBIX TTPOSIB-

<1,5x10°/n JICHUI

Arpanynormu- | Hefitpodmmst

TO3 <0,5%10°/n

JInmdormro- | JImmbomTs

TeHUst <1,5x10°/n

KauecTBeHHbIE UBMEHEHUS KJIETOK KpoBH

Anomanuu mopgonozuu spumpouumos

I. ITatostorust pasmepoB 1 GOPMbI

MakporuTtos

MCV >100

VBenmuenne oobeMa (pasmepa)
SPUTPOLUTOB IIPU MErano6-
JIACTUYECKOM dPUTPOIIOI3E,
HOBBIIEHUH COJEPIKAHS
PETUKYJIOIUTOB, AUCILIAZUN
KPOBETBOPEHHS

Muxponurtos

YMmenbiienue obbeMa (pazmepa)
HPUTPOIIUTA 3 CUET CHUKECHUS
COJIEPIKAHYISI TEMOTTIOONHA B
DPUTPOLIUTE

lTunepxpomust

MCH, MCHC

ITIOBBIIIECHBI

[ToBbITIIEHNE COIEPIKAHUS TEMOT-
J06UHA B 9PUTPOTINTE

Immoxpommus

MCH, MCHC

ITOHMKEHbI

CHuxenme co/iepsKanus TeMor-
JI00KMHA B 9PUTPOLUTE
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Hauwmenosanmue | /luarnoctudeckutii | [laTodusmosornyeckoe /KInHM-
KpUTEpUit Yyeckoe 3HaueHue

Coeporur HacnrenctBenmbrii cchepornTos,
ayTOMMMYHHAs TeMOJTUTHIECKasT
AHEMUST

Osasroniut HacnencrBennas remosntindec-
Kast aHEMUST — CPeTN3eMHOMOPC-
KHUH 0BaJIOINTO3

Cromaronur Hacaencreennas remosiutudec-
Kasi aHeMUsI, TPAH3UTOPHOE SIB-
JIeHWe TIPA OCTPOM AJTKOTOTTI3Me

AKaHTOIUT AJnkoroibHOE TIOpaskKeHue Ie-

(«armopo- YeHU, LIUPPO3 TIedeHr; abeTasu-

KJIeTOUHAST» TTOTIPOTEMHEMUS

aHnemMust)

OXUHOIUT . Hacnencrsenusrit nepunmt

(«mopckoit < MUPYBATKUHA3bI, YPEMUST

ex»)

Jlakpuonur Hacuencrsennbiii muenohubpos

CeprioBujiHO- e CeprioBUIHOKIETOUHAST aHEMUS

KJIeTOUHBII % /"

OMKUIOIUTO3

MurreneBu- Tamaccemust, 06CTPYKTUBHAS

HBIE 3PUTPO- JKeITyXa

IIATHI

IIucrormTer MexaHnueckuii TeMOIN3, MUK-
POAHTHOTIATUYECKIH TeMOJTN3
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bazodpunpnas
3epHUCTOCTD

Haunwmenosanme | [luarnoctuueckuii | [laTodusnosorndeckoe /KINHA-
KpUTEpUii yeckoe 3HayeHue

AyToarrmoru- VMMyHHBIT TeMOJTN3

HaIuA

[I. BuyTpukjeTouHble BKIIOUEHUS B 3PUTPOIUTHI 110 Paiity

Paccestnnbie
TPaHYJIbI CHHETO
1BeTa ¢ puboco-
MaJIbHOM TTpeTTu-
nuTauen

I/IHTOKCI/IKaL[I/IFI CBHUHIIOM WUJIN

TAXKEJIbIMU MEeTaJlJlaMM, TaJlaC-
ceMud, aJKOTroJIibHaA MHTOKCH-
Kanus

Kousbiio Kebota

TTosable nan
HETOJTHbIE KOJTbITA
60 BOCbMEPKO-
o6pasubie Gurypbl

Meranob6acTHas aHeMus

Tesbire Xayaan-
sna—sKommm

Ocratox sipa
10CJI€e y/IaIeH st
ero POC

[Tocrre crutenakTOMMH, TIPY UH-
TEHCUBHOM FeMOJIN3e U Merajio0-
JIACTHOI aHEMU N

Anomanuu mopdonozuu neixoyumos

Toxkcurennasa
3EPHUCTOCTH

B muroniazme
MHOTO TEMHbBIX
a3ypopUIbHBIX
TPaHyJI C HE3PEJIbI-
MU MYKOTIOJTHCaxa-
puIaMn

Nudexnuu n BocagnTenabHbIe
MIPOILECCHI
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CBETJIO-CUHUE
LJIBIOKY pa3iny-
HOTO pa3Mepa u

dopMbI

Hauwmenosanme | [luarnoctudeckutii | [laTodusnosornieckoe /KInHM-
KpUTEepUit Yyeckoe 3HaueHue

IInTommaz- IInTommasma co- Wndexrmnm

MaTHYecKue JIEPSKUT BAKyOJTH

BaKyOJIH

Tenbiia /lene B niurormiasme Wndeximn

TOHKOW XpOMaTH-
HOBOW HUTHIO

TumocermenTa- | Aapo moxoxke Ha | MuemnonposndepaTuBHble HOBO-
U sijiep MeHCHe 06pa3oBaHUsA, MUEJIOAUCILIIACTH-
e |4ecKue CUH/POMBI
". ( . [ )
AN RN 7//
lunepcermen- | Anpo numeer Meranobiacraas aHemMust
Taus saep 6oJiee MsATH J0JIEH,
COEIMTHEHHBIX
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MpunoxeHue 3. HopmMmanbHble 3Ha4YeHUA NapaMeTpoB

MuenorpamMmmvbi

Muenoxapuorutst — 50,0—-150,0x10°/x

Merakapuouutbl — 10 50,0x10°/x

Knerkn Conepxanue, %
cpeztee JINAIa3oH

MuesnobaacTs 1,4 0-3,2
ITpommesronuThI 7,8 3,6-13,2
MuenonuTsl HeUTPOhUIbHBIE 7,6 4,0-21,4
MuenonnTsl 203MHO(PUIBHBIE 1,3 0-5,0
MeTaMueIoInTh 4,1 1,0-7,0
Heiirpodust MY>KUMHBI 32,1 21,0-45,6

SKEHIIINHBI 29,6—46,6
D031HOGUIIEL (B IIEJIOM) 2,2 0,4-4,2
D03UHOMPUIIBI + 203UHODUITHHBIE MITe- 3,5 0,9-74
JIOLIATBI
bazoduer (B 1esom) 0,1 0-0,8
OPUTPOKAPUOIIUTHI MY>KYITHBI 28,1 18,0-39,4

SKEHILHBI 22,5 14,0-31,8
JInmdoruTe 13,1 4,6—-22,6
[Tnazmonutel (TI1a3MaTUYeCKre KIIeT- 0,6 0-1,4
K1)
MoHomuTb! 1,3 0-3,2
Makpodaru 0,4 0-1,8
Jleiikoapurpobiac- MY KUMHBI 2.1 1,1-4,0
TUYECKOE COOTHOIIIEHIE

SKEHIT[UHDI 2.8 1,6-5,4

TIpuMeyaHue: KIETOUHBII COCTAB KOCTHOTO MO3Ta — 110 Pe3yJIkTaTaM
o6eaenosanus 50 yenosek. Brain B.J. The bone marrow aspirate of healthy
subjects. Br. J. Heamatology, 1996, 94: 206—209.
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MpunoxeHue 4. NaTonornyeckme U3MeHeHus
KNeTo4yHoro cocraBa KOCTHOIro mMo3ra

OcHoBHBIE THIIBI TATOJIOTHYECKUX KJIETOK KOCTHOTO MO3ra:

1. JleiikosHbie 61aCThI — OMYXO0JIEBbIE KJIETKH, SBJSIONIECS MOPGHO-
JIOTHYECKUM CYOCTPATOM OCTPOTO JIEiK03a, MeIoTITiTe MOPHOIOrnIecKoe
CXOJZICTBO € HOPMAJIbHBIMU GJTACTHBIMY KJIETKAMKM — POAOHAYAIbHUKAMHE
crieruduaeckux psagaoB AnhGepeHITmPOBKY.

2. Merano6aacTbl — IPeANIeCTBEHHUKH 9PUTPOLUTOB, AAPOCOLEP-
JKalue KJICTKM 9PUTPOUIHOrO psa npu geunure Butamuna B, nin
(osmeBoit KUCTOTHI.

3. Makpodaru nipu 6osesnsx wakoraenus (kaerku [ome, Huma-
na—IIuka u 1p.).

4. MeTacTasbl OTyXoJieil B KOCTHBII MO3T.

5. PeakTBHO M3BMEHEHHbIE KIETKH, YaIie JUM(OOIUTDI, PU BUPYCHBIX
MHOEKIIAX.

Mopdoaornyeckue nNpus3HaKu aucIia3und KpoBetsopenus (BO3-
kraccuduraimsd, 2008):

Juzapumponoas:
Anpa:

* MOHCTPOUIHBIE (ITOUKYIONTNECs ) S/1pa,

* MEXDbs/IEPHBIC MOCTHKH,

* Kapuopekcuc (pacnaj sijpa),

* MHOTOS/IEPHOCTD,

* MyJIBTUIIO0aPHOCT,

* Merajo0IacTHbIe N3MEHEHS.

[IuTorrasmbr:

* KOJIBIIEBU/IHbBIE CHIEPOOTACTD,

* BAKyOJIM3aIHs,

* PAS-peaktiis Ha TIMKOTEH.

Juzepanynonoas:

* MaJIblil MJIM HEeOOBIYHO KPYITHBIN pasMep KJIETOK, IHITOrPaHyJIsap-
HOCTD,

* TUMocerMeHTanus sep (1ceB/o-TeTbrepon),

* rUIepCerMeHTaIus siep,

* TUIIO-/arpaHyJIIPHOCTH IIUTOTLIIA3MBI,

e riceBio-Yeamnk— Xurammn-aHoMaans,
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* mmasiouku Ayaspa.
Jusmezaxapuonoas:
* MUKPOTEHEPAIUU METAKAPUOIUTOB,

* TUI0N06aPHOCTD AAEp,

® MHOTOAZEPHOCTDb METaKapnOIUTOB.

MpunoxeHue 5. lutoxmumuyeckne Mapkepbl
MUenouaHbIX U NMMAGO6NacTHbIX NENKO30B

Peaxius M1 | M2 | M3 | M4 M5 M6 L1,2,3
Muesione- + +4+ | A | A + + no ++ | Heratus-
poKkcumasa Hast
CleaH qep- + +++ | +++ | ++F + + o ++ | Heratus-
HbI B Has
Hecnenu- + ++4+ | +++ | +++ —+ + o ++ | Heratus-
duaeckas Has
acTepasa
(a-Hadru-

JlareTaTac-

Tepasa)

Hecnenu- Her |Her |Her |Ba- |[/la Her -

puyeckast pua-

acrepasa ¢ 6esrb-

UHTUOUTTU - HO

eii propu-

JIOM HaTPUsI

PAS-pe- [ud- | Aud- | Aud- | Aud- | Aud- |Ipany- |Otpurma-

aKIus Ha dbys- |by3- | bys- |bys- | pys- |asp- TeJibHas1/

TJIUKOTeH Has |HAasg |Has |Hasg |Has  |HasB rpamy-
9PUTPOO- | IApHast
JlacTax
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MpunoxeHune 6. MeTabonuTbl apuTponoasa

IIoxasarenb Conep:anne

JKene30 cbIBOPOTKE KPOBU Mysxunmbt 12,5-32,5 MKMOJTb /7T

Kenmmner 10,7-32,2 MKMOJIB /7T

BGJIKI/I, y4acCTBYIOIIUE B obMeHe Kejesa

Tpancdheppun 2,0-4,0r/n

Deppurnn Myskuunbt 20—250 Mxr/m (Hr/MJr)
Kenmuasr 10120 mxr/m (HT/MIT)

Buramumb

Buramun B, 208-964 1ir/mut

Dosnesas kucaora 7,2—15,4 ur/mi

MpunoxeHue 7. Knactepbl andcdepeHumpoBku (CD)

CD OcHOBHBIE KJIETKU, 9KCTIPECCUPYIOITHE aHTUTEH

CD1 KopTukasbuble TUMOIUTBI, IEHAPUTHBIE KITETKN

CD2 [Tan-T-knerounsrit anTures, apesbie T-kierkn; NK-kirerku

CD3 [Tan-T-keTouHblit aHTUTEH

CD4 T-xemmepst

CD5 [Tan-T-knerounsrii anTureH, B-muM@onmTst

CD6 BosbimunncTBo T-KkaeTok nepudeprudeckoil KpoBu

CD7 T-knetku

CDS8 Iutorokcmueckne T-mumbonmtsr (T-kumnepsr)

CD9 Pannue B-kinerku (mipe-B-ki1eTKn ); MOHOIIMTDL; TPOMOOIH-
TBI

CD10 [IpenmecTBenHUKN B-KI€TOK; HEKOTOPBIE CO3PEBATOTITIE
B-kierkn

CD11a | Bce mefikonuTs

CD11b Ipanysonntsl, MoHonuTel; NK-kiaeTku

CD11c Ipanynonutsl, MonoruTer; NK-kiaeTku

CD11d |Jleiikoiurbl epudhepryecKoii KpoBu

CD12 MoHouuTbI, TPaHyJIOIUTI
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CD13 Monouutsl, TpaHyJIOIUTbI

CD14 MononuTsl 1 Makpodaru

CD15 Ipanynonuts

CD16 NK-kseTkH; rpaHyI01NTEl 1 MaKpodarn

CD17 ['paryIOIUTI, MOHOITUTHI, TPOMOOIUTHI

CD18 Bce neitkormTol

CD19 B-smmdormer

CD20 B-mmvdonuts

CD21 3pennie B-mumbonnTe

CD22 B-numdonntor

CD23 AxtuBupoBanHublie B-mmmdorntel, Makpodaru; hosnmky-
JISPHBIC ICHAPUTHYCCKUE KICTKH

CD24 B-numdonnTsl, rpaHyIOIUTEI

CD25 AxtusupoBanubie B- u T-mumdornutsl, makpodaru, ¢ho-
JIUKYJISIPHBIE JIEHAPUTUIECKUE KIIETKU

CD26 AxtusupoBanubie B- u T-mumdonutsl, makpodarn, ¢ho-
JIUKYJISIPHBIE JIEHAPUTUIECKUE KIIETKU

CD27 T-aumdoruTsl, IIa3MaTUYECKNE KIETKI

CD28 T-mmdonuTsr

CD30 AxrtuBupoBannbie B- u T-immmbornuter; kiaetku bepesosc-
koro—Pua—IlItepubepra

CD31 DHOTeIMAIbHbIE KJIETKU; TPOMOOLUTDI, MOHOIMTBI, ILJIa3-
MaTUYeCKUe KIETKHI

CDw32 | MOHOIMTBL; TPOMOOIMTEI

CD33 MoHOUTHI, MUEJIOU/IHBIE MTPEIIECTBEHHUKHI

CD34 CTBOIOBas TeMOIIOITHYECKAS KIIETKA

CD35 IPUTPOUHBIE KJIETKH; HeHTPOMUIIbI; 903UHOMIIBL; Ha-
30(hUJIbI; MOHOTIUTBI; B-KiteTkn u T-KyIeTKW; IeHAPUTHBIE
KJIETKH

CD36 IpanynonuTsl, MOHOIIUTEI, B-TMbOITNATHI

CD37 3peanie B-kmetkny; T-kimeTkH, HOTINKYIAPHDIE ICHIPUTH-
YecKue KJIeTKN

CD38 TrMoruTH, aKTUBUPOBAHHLIE T-TNMOOINTHI, TITa3MaTh-

YECKHe KJIETKH
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CD39 B-mmvdonnter

CD40 B-numdonmtsr

CD41 MerakapuonuThl U TPOMOOLUTEIL

CD42ab | TpomGoruts

CD43 JIeKOTUTHI

CD44 JIefi KoM TbI, 3PUTPOITUTHI

CD45 JIeAKOIUTBI

CD46 JlelkouThI, anuTeInaIbHble KIeTKH, GubpobaacTs

CD47 Muenounnble KI€TKN

CD48 JlefikoTUTHI

CD49a—1 | T-k1eTKU, MOHOLIUTBI, TPOMOOLUTHI

CD50 JleitkoruTp

CD51 TpoMGOIHTET; MaKpOhari; akTHBIPOBaHHbIE T-KIETKN

CD52 JIMMGOIUTBI I MOHOITUTBI

CD53 JIeAKOUTBI

CD54 JleiikoruTp

CD55 JIefKOIUTBI 1 SHIOTETNATbHBIE KIIETKHI

CD56 T- u B-muMdonnTel, KIETKM MO3KeUKa U KOPBI TOJIOBHOTO
MO3ra (HEHPOHDI, ACTPOITUTHI ), MUOIIATEI

CD57 NK-xaerku, cybnomyasiun T-KaeTok

CD58 JIeKOIUThI, TIUTEINAIbHbBIE KJIETKI

CD359 IPUTPOIUTLL, HeUTPOPUIBI, TUM(POIUTHI, MOHOIIUTLL, TPOM-
GOLUTHI U TYUHbBIE KIIETKH

CD60 Cy6mnonynsiyu T-KIeToK, TPOMOOIIUTHI

CD61 TpoMOOLUTEI, MEraKapUOIUThI

CDG62E, |9unotenuii (E), nefikoruter (L), MeTakapuoIuThl U TPOM-

LuP Gouutsl (P)

CD63 AKTUBMPOBaHHbIE TPOMOOIUTHI, MOHOIIUTBI

CD64 Mononutsl, Makpodaru

CD65 KieTkn rpanyIonuTapHOro pocTKa

CD66 Heititpodwis! n sninTemaabHbie KJIETKH, METAMUETOTTHTH,
MUEJIOIUTHI, TIIAIEHTA U [TeY€Hb ILI0/Ia

CD68 MononuTsl, Makpodarn
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CD69 AxrtuBnposannbie B-, T-mumdorutsr, Mmakpodarn, NK-
KJIETKN

CD70 AxrtuBuposannbie T- 1 B-mumdoruTs!

CD71 [Tponudepupyroiiye KIeTKN

CD72 B-numdonntst

CD73 Cy6nonynsaiuu B- u T-mumdonuros

CD74 B-mmMdonnTs, MOHOTIITHL

CD75 3peibie B-mumdonuTst

CD76 3pespie B-mumdonuTs

CD77 B-xyeTku repMeHaTUBHOTO IIEHTPa

CD79 B-mmmvdonnTer

CD80 MOHOIUTEI, IEHAPUTHBIE KIETKN

CD81 T- u B-nmumdonuTel, 9H10TEIMATBHBIE U STIUTETUABHBIE
KJIETKH, TeTTaTOIUTRI

CD82 Heiirpoduist, Monorutel, T- u B-mumborutibr

CDS83 [lennputHblie KIeTKH, B-KJIETKN TePMEHATUBHOTO TIEHTPA

CD84 Maxkpodaru, TpoMOOLUTEI

CD85 [TnasmaTIyeckne KIeTKH, MOHOTITHI

CD86 B-numdonutsl, 1eHApUTHYECKIE KIETKU

CD87 Mononuutsl/TpaHyI0IUTLL

CD88 Muenonnble KIeTKI

CD89 Muesnoninble KIeTKH, MaKkpodaru

CD90 [TporumoIuTHI

CD91 ®Daronuter

CD92 Muenonnble KIETKI

CD93 I'paHyIOIIMTHI, MOHOITUTHI, 9HIOTETNATbHBIE KICTKI

CD9%4 NK-kaerku, cybrnonysium T-KaeTok

CD95 AKTUBUPOBaHHbBIE TUM@POIUTHI, MOHOITUTDI, HEUTPODUITBI

CD96 NK-kaerku, T-nmum@onntst

CD97 Ipamysonutsl, Makpodaru

CD98 MownomuTst

CD99 JlefikoTTHI
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CD100 B-, T-mumdonursr, NK, HeHTpOhOWIBI 1 MOHOITUTHI

CD101 MoHouHTHI, rpanyIoIUThI, T-TUMGbOTITHI

CD102 JIeKOIUThI 1 HAOTEINATbHBIE KIETKI

CD104 |IlIBannoBCKUE KIETKH (JIEMMOITUTEL, KJIETKNA HEPBHOM
TKaHu, 06pasytoline 060J0UKN aKCOHOB ); SITUTETNAJIbHBIE
KJIETKH TIMYyCa

CD105 DHIOTeINaNbHbIE KJIETKN

CD106 | CtpomasibHble KJIETKA KOCTHOTO MO3Ta, 9HAOTETNATHHBIE
KJIETKU

CD107a | AKTMUBUPOBAHHbIE TPOMOOIINTDI; KIETKU IHAOTEIHS U
HeUTpOodUIIbI

CD108 JInmbonable KIETKA, MUEJTOUIHBIE KITETKH, CTPOMA

CD109 | TpombOTIATHI

CD110 CTBOJIOBbIE KJIETKU; MErAKAPUOLUTDL U TPOMOOIMTEI

CD111 | CrBosoBBIE KIETKH; MaKpOGhary; HeHTPOGMUIIBI U HEHPOHBI

CD112 Heiiponbl, anioTesmanbubie 1 31U TETUATbHBIE KJIETKU;
MOHOIIUTHI; METAKAPUOIUTEL; HEUTPO(DUIIBI 1 CTBOJIOBBIE
KJIETKU

CD114 Heiirpoduibl; MOHOIUTHL, TPOMOOIUTEL; SHAOTENNANBHbIE
KJIETKU

CD115 | Mounoruter 1 Makpobars; KIeTKHU TTAT[eHTbI

CD116 | Mononutsl n Makpodarn; HeHTPODUITB T 903MHOMILIILT;
JICHIPUTHBIE KJIETKH; Gazohuiibl

CD117  |IIpeaniecTBEHHUKN KPOBETBOPHBIX KJIETOK; MUETOONACTHI;
Tyunble k1eTky; NK; nnrepctummansnsle kiaetkn Kaxams;
MEJIAaHOIUTHI 1 (pUGPOBIACTBI CTPOMBI; ACTPOIIUTHI, KIETKH
MTOYCYHBIX KAHAJBIIEB, AMUTEINN MOJOYHBIX U TIOTOBBIX
JKees

CDw119 | MononuTsl; Makpodary; B-K1eTKu v KIeTKU dH0Te s

CD120 Knerku anvresus; MuesioniHbie KJIETKW; aKTUBUPOBAHHbBIE
T-, B-kyeTkn

CD121a |B-kieTku; MOHOIIUTHI 1 MaKpodaru

CD121b

CD123 | CtBoJIOBbIE KPOBETBOPHbIE KJIETKU; IPAHYJIOIUTHI U

MOHOIIUTDBI; METAKaPUOIIUTDI; 6330(1)1/1.711)1 n JII/IM(l)OI/I]IHI)Ie
JAE€HJIPDUTHDBIE KJIETKN
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CD124 | T-u B-mumbormnTs! 1 KpOBETBOPHLIE KICTKU

CDW 125 | Do3unoMuUIbI U aKTUBUPOBaHHbIe B-kineTku; 6a3oduiibt

CD126 T-xsreTkn; akTMBUPOBaHHbBIE B-KJI€TKM M MOHOIIUTBI; T1J1a3-
MOGJIACTHI ¥ He3pEeJIble TIa3MaTHIeCKUe KITETKH

CD127 T-xisreTkn; npeaniecTBEHHUKY B-KI€TOK; MOHOTTUTHI

CD130 |B-kyeTku u mjia3mMaTnyecke KIeTKu

CDw131 | MoHOUUTDI 1 903UHO(DUIIBL; TPAHYJIOLUTHI 1 6a30(DIIbL;
B-mvdonuts

CD132 |T-, B-xkarerkn; NK; MoHOIIUTE; Makpodarn 1 HeHTPOpUITBI

CD133 | CTBO/IOBBIE KJIETKU; CYOIIOMYJISIINI KIETOK-TIPEIIIECTBEH-
HUKOB 9H/IOTETMAJIBHBIX U KPOBETBOPHBIX KJIETOK

CD134 | AxruBupoBanubie T-TUM@OINTE; AaHTUTEHITPE3EHTUPYIO-
1Ie KJIETKU

CD135 |ILmopurioTeHTHbIE CTBOJIOBBIE KJIETKH; MUETIOMOHOTIUTAD-
HbIE TIPe/IIIIECTBEHHUKN U HEKOTOPble B-kireTkn

CDw136 | Makpodaru, pecHUTYATbIE ITMUTENUATBHBIE KITETKN

CDw137 | B-kiseTku; aktuBupoBaHHbie T-KJIETKN 1 MOHOIUTHI; 9HI0-
TeJTMAIbHBbIE KJIETKHU U KJICTKU IJIAJKUX MBI COCYI0B

CD138 IJnuTeanaabHble KIeTKH; IJIasMaTHYecKne KaeTKk; B-mmum-
donnTs

CD139 | B-numdonutbl; MOHOIIUTEL; HeUTPOMhUIIbI U DOJITUKYJISP-
HbIE ICHIPUTHBIC KJICTKU

CD140a, | dugorenuaibHble U IIAAKOMbIIIEYHbIE KAETKY; (GuOpos-

CD140b |macThl ¥ riuanbHble KJIETKI; XOHAPOUUThl; T- 1 B-mmdo-
[IUTHI; METaKaPHOIMTBI 1 TPOMOOIIUTHI

CD143 DHIIOTENAJbHbIE, TTUTENNATbHbIE U HEHPOHATbHbIE KJIET-
KH; MOHOITUTBI; aKTUBUPOBAHHbBIE MaKpOdaru

CDw145 | 9ujorennaibHbie KIETKU U HEKOTOPbIE CTPOMAJIbHBIE KJIET-
KU KOCTHOTO MO3Ta

CD146 IDHIIOTeNAJTbHbIE KIETKU W aKTUBUPOBAaHHBIE T-KJIeTKY;
JIEHIPUTHBIE KJIETKU

CD147 | HeiiTpoduibl © MOHOIIUTEL; TMM(MOIUTEI U 9PUTPOIIHUTHI;
Makpobaru u IeHAPUTHbBIE KJIeTKU; TPOMOOIIUTBI 1 9HI0Te-
JINAJIbHbBIE KJIETKU

CD148 Hetitpoduist 1 s03uHOGMIL;, MOHOITUTHL; B-, T-kimetku; NK;

AEHIPUTHDIE KJIETKH; TpOM6OI_lI/ITbI 1 911 TeJIMaJIbHbIC KJICTKI
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CD150 Tumorurer; T-, B-kj1eTku; 1eHIpUTHBIE KJIETKA

CD151 DHoTEIMAIbHbIE KJIETKU; TPOMOOIIMTDI 1 MOHOIIUTHI; He-
3peJible KPOBETBOPHBIE KIIETKH, SITUTETNATbHBIE U TJIaIKO-
MBIIIIEYHbIE KIIETKH

CD152 |T-knerku

CD153 | Heiirpoduibl, T-KIe€TKI; MOHOIIMTHI 1 MaKpO(haru

CD154 T-, B-mumdonutsr; NK; Tyunble KieTKH, MOHOITUTBL 1
Makpoaru; 303uHOMUIBI 1 6a30(DUIIBI; TPOMOOIIUTHI;
JIEHIPUTHDIE, STTUTETUATbHbBIE U SHAOTEINATbHbIE KJIETKH,
dbubpobIacThI

CD156 | Heiitpodusibl 1 MOHOIIUTBI; MAaKpPOhAru u TPAHy IO ThI

CD157 | Heiitpoduiibl 1 MOHOIMTBI; TYYHbIE KJIETKU U Makpodar,
JIEHIPUTHBIE KJIETKHU; 9H0TETMAIbHBIE M CTPOMAaJIbHBIE
KJIETKU; KJIETKY STTUTEJIUST TTUIEBAPUTETHHOTO KaHAJIA;
CUHOBUAJIbHBIE KIIETKH

CD158b, | Kierku-kusmepst n peako T-kieTkn

CD158a

CD161 Knerxku-kumnepsr; T-KJIETKN ¥ TUMOITUTBL; MOHOTTTHI

CD162 | KpoBeTBOpHBIE KJIETKU-TIPEITECTBEHHIKI, MUEJTOUTHBIE
k1eTkH; T-, B-KJIeTKr; MOHOTIUTHI; TPAHYIOIUTHI

CD163 | Maxpodarm 1 MOHOIIUTEI

CD164 |IIpemimecTBeHHUKH KPOBETBOPHBIX KJIETOK; CTPOMAJIbHBIC
KJIETKM KOCTHOTO MO3Ta; SHAOTETNAIbHbBIE U AITNTETNAIb-
HbIE KJIETKU

CD165 | T-sumboruTsl; He3pesibie TUMOIIMTHE; MOHOITUTBI M TPOM-
6onuTer; snmtennii Tumyca; NK; neiiporst IITHC

CD166 B-, T-mumdonuter; smuTeManibable KIETKH TAMYCA,;
(bubPOBIACTEI; KEPATUHOIMTHI; SHAOTENNATBHBIE KJIETKN

MpunoxeHue 8. HomeHknaTypa nna3smMeHHbIX hakTopoB

CBepTbiBaHUA KPOBU

®Daxrop I — pudpunoren. Cunresupyercsi B lieYeHu 1 KJIETKaxX pe-
THKYJIO9H/IOTEINATBHOM CUCTEMBI (B KOCTHOM MO3Te, ceJie3eHKe, TMMpa-
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THYECKUX y3JaX U T.JI.). B Jerkux mos meiictBreM 0oco60ro dhepmeHTa —
(bubpunorenaspl uiu GUOPUHOAECTPYKTA3bl — IPOUCXOAUT PA3PyILICHIE
dubpunorena. Cogepskanue GuOpUHOreHa B 11asMe 2—4 /71, IepuoI
noaypactaga — 72—120 4. MuHuMasbHblii yPOBEHb, HEOOXOMMMbIIT J1JIs1
remMocTasa, cocrasiser 0,8 T/

®axrop II — nporpom6uH. [TpoTpoMOUH CUHTE3UPYETCS B IIEYEHU
npu yuactun Butamnta K. Cozepskanue mpoTpoMGiHa B I1azMe — 0KOJIO
0,1 r/x1, nepuoy nosypacuaga — 48—96 4. Yposenb nporpoMObuHa, uin
ero (OyHKIMOHATbHAS MTOJHOIIEHHOCTD, CHIZKAETCS TP dHAOTEHHON MJTH
HK30reHHOIT HeglocTaTtouHOCTH BuTtamMuta K, korga o6pasyercst HeloiHo-
HeHHbIH TIPOTpoMOIH. CKOPOCTH CBEPTHIBAHUSI KPOBH HAPYIITAETCS JIHIITh
IIPU KOHI[EHTpanuu nporpoMbuna umke 40% OT HOPMBL.

®akrop III — TkaneBoi TpomMGomIacTHH. TKaHeBoii TpoMbOILIAC-
TUH MPEACTABJIsIET COO0N TePMOCTAOUIbHBII JIUIIOTPOTEU]], UMEETCS B
Pa3MYHBIX OPraHax — B JIETKUX, MO3Te, TIOUKaX, Cep/lle, TIeIeH!, CKeeT-
HBIX MBIIIIAX. B TKaHAX COAEP/KUTCS He B aKTUBHOM COCTOSTHIN, 4 B BUJIE
MPEIIeCTBEHHNKA — TIPOTPOMOOTLIACTIHA.

Daktop IV — nonsl kaasuus. B Hopme cozpepskanue dakropa [V B
mrasme cocrasisiet 0,09—0,1 /1 (2,3—2,75 Mmmoutb /i1). B riporiecce cBepThI-
BAHUS OH HE PACXO/LY€ETCsI, HOITOMY €0 MOKHO OOHAPYIKUTH B CHIBOPOTKE
kposu. [Iportecc cBepThIBaHMS OCTAETCS HOPMAJIBHBIM JIaKe TIPU CHIKe-
HUU KOHIIEHTPAIUY KAJIbIU, [IPH KOTOPOM HAOJIIOAAETCS CYA0POKHbIN
CUH/IPOM.

®akTop V — npoakuenepun, miasMeHnbiii AC-riao6yauH, uin
nabuwibHbli dhakrop. O6pasyercst B eUeH!, HO, B OTINYNE OT JAPYTHX
nedeHouHbIX haktopos mporpombunoBoro Komiiekca (11, VII u X), ue
3aBucut ot ButamuHa K. Jlerxo paspymaercsa. Comep:kanue dakropa V
B mwiaszme 12—17 en./ma (oxosio 0,01 /), mepuon nmosypaciaga 15—18 u.
MuHUMATBHBIN YPOBEHD, HEOOXOANMBIH 71t TeMocTasa, 10—15%.

Daxrop VI — akuenepus, uiu cbiBOpOTo4HbIii AC-r100yIMH — aK-
TuBHag dpopma daktopa V. VlckIodeH 13 HOMEHKIATY PbI (haKTOPOB CBEp-
ThIBAHUS, IPU3HAETCS JUIIb HeaKTUBHAsA (hopma pepmenta — daxktop V
(TIpoaxIiesIeprH ), KOTOPBIH TIPH MOSTBJIEHUH CJIE0B TPOMONHA TIEPEXOIUT
B aKTUBHYIO (hOpMY.

®daxrop VII — npokouBepTuH — KoHBepTUH. CUHTE3UPYETCS B II€e-
venn mpu yuactuu Butamuna K. /loiro ocraercst B cTabUIn3npoBaHHoOi
KPOBU, aKTUBUPYETCS CMauNBaeMoii moBepxHocThi0. Coziepskanue hakTopa
V11 8 iazme — oxosio 0,005 r/71, iepuos mosrypacmaja 4—6 4. MuHuMaiib-
HBIIT YPOBEHB, HEOOXOANMBIIT JI7Ist TeMocTasa, 5—10%.

®axrop VIII — anturemoduibHblii r00yauH A. BoipabaTbiBaercst
B TIEUEHN, ceJie3eHKe, KIeTKaX dHI0TeNN, JeHKoImnTax, moykax. Comep-
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skanne pakropa VIII B mrazme 0,01—0,02 /i1, mepuos moypacnana 7—8 4.
MuHuMaIbHBI YPOBEHb, HEOOXOAUMBIN JiJist reMocTasa, 30—-35%.

Ddaxtop IX — ¢pakrop Kpucrmaca, antureMmouibHblii 1100y-
quH B. O6Gpasyercs B neyenu nipu yyactuu Butamuna K, repmocrabuiies,
JITUTETbHO COXPaHsSeTcs B TJIa3Me U chIBOpoTKe KpoBu. Comep:kaHue
daxropa IX B mazme cocrasiusget okosio 0,003 r/u. Ilepuon mosypac-
naga 7—-8 4. MuHUMaIbHBII YPOBEHb, HEOOXOAUMBII JJIsi TeMOCTa3a,
20-30%.

®dakrop X — ¢akrop Crioapra—IIpayapa. BoipabarbiBaeTcs B 1ie-
YeHU B HEAKTUBHOM COCTOSTHUW, AaKTUBUPYETCST TPUIICUHOM 1 (hEPMEHTOM
U3 siaa ragfokn. K-BUTaMinHO3aBHCHM, OTHOCUTETLHO CTAGUIIEH, TIEPHOJT
nonypacmana 30-70 u. Conepskanue daktopa X B [Jla3Me COCTABIISIET
oko0J10 0,01 r/1. MUHUMAIbHBIN YPOBEHb, HEOOXOIUMBIIL /IS FeMOCTa3a,
10-20%.

@axrop XI — ¢akrop Posenrans, miasMeHHBIN TPeIIIECTBEHHIK
tpomboruiactina, antureMobuibhblil hakrop C. CuHTesupyercs B rede-
1y, repmostabuier. Conepskanre pakxropa X1 8 miasme — okosio 0,005 1/,
nepuo/ noxypacnazaa 30-70 4.

@axrop XII — dakrop Kourakra, pakrop Xaremana. Cuntesupy-
€TCs1 B TIeYeHN, BRIPAOATHIBAETCST B HEAKTUBHOM COCTOSTHUH, TIEPUOJL TTOJTY -
pacmama 50—70 u. Cozepskanue hakTopa B I1asMe cocraniistet okoJio 0,03
/1. KpoBOTOUMBOCTD e BOSHUKAET [aKe TIPH OYeHb IIIYOOKOM iebutiute
axropa (menee 1%).

daxrop XIII — pubpuncradbuusaupylomuii paxrop, pubpunasa,
Ia3MeHHasi TpaHcrayTamMuHasa. OmnpesiessieTcss B COCY/IUCTOH CTEHKe,
TPOMOOIIUTAX, SPUTPOIINTAX, TOUKAX, JTETKUX, MBIIIIAX, [J1aleHTe. B mias-
Me HaXOIUTCS B BUJIE MPOGMEPMEHTa, COEAMHEHHOTO ¢ (HUOPUHOTEHOM.
B axtusnyio Gopmy mpespaiiaercs noj BiusHueM TpoMbuna. B riazme
conepsxkutes B koandecte 0,01-0,02 r/i1, mepuos mosrypacmnana — 72 .
MuHUMaIbHBL YPOBEHb, HEOOXOAUMBIHN J1JIs reMocTasa, 2—5%.

dakTop BueOpanaa — aHTHreMOpparuueckuii cocyaucTbiii pak-
Top. CHHTE3UPYETCs FH0TEJINEM COCY/IOB U METAaKapUOIIUTAMM, COJlEP-
SKUTCS B TIJIA3Me U TPOMOOITUTAX.

Daxrop DieTyepa — M1a3MeHHbII IPpeKAUIMKPenH. CUHTE3UPYyeTCs
B neuern. Cojepskanue akropa B 1mira3me coctasisier okoso 0,05 /1.
KpoBOTOUMBOCTD He BO3HUKAET AaXke MPHU OYeHb rIyOOKOM medurure
axropa (menee 1%).

@axkrop DuriaKepaibaa — Mia3MeHHbII KHHUHOTEH ((pakTop
Droxeka, pakrop Buabsimca). Cunresupyercs B iedenn. Cojiepskanue
(akropa B mmazme coctanisietr okoso 0,06 /1. KpoBoTOUNBOCTE HE BO3-
HUKAET Iajke TIPH 0UeHb TIyOoKoM gedunute aktopa (MeHee 1%).
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MpunoxeHue 9. OLeHKa comaTM4ecKoro crtatyca
nauueHTa ¢ OHKOreMaTosiorm4yeckum 3aboneBaHuem

CIRS — Comulative illness Rating Scale

OrcyTcrBue 3a60seBaHUI BBIOPAHHOI CHCTEMBI 0

JIérkue OTKJI0HEHUS OT HOPMbI UJIU TIePeHEeCeH-
HBIE B MIPOIIJIOM 3a60J1eBaHMSI

BOJISSHI/I, Tp66yIOHII/I€ Ha3HadYeHUA MeJUKaMeH- 2

TO3HOU Tepanuu

3aboseBanuys, CTaBIIE IIPUYUHON NHBAIUIHOCTI 3

Tsprenast oprantast HeJIOCTATOYHOCTD, TPEOYIOTIas
MIPOBEJIEHUST HEOTIOKHOI Tepanuu

a 3aboJsieBanue cep/ia

6 ApTrepuasibHast TuIepTeH3ust

B Bosesnu xpoBu (cese3eHKH, TUMMATUICCKUX Y3JI0B),
BACKYJINTHI

r BostesHu opraHoB fpIxanust (JIETKUX, OPOHXOB, TPaxXeH,
TOPTaHN)

I Bosesnu rasa, yxa, ropJa, Hoca, TOpTaHu
Bosesnu Bepxuux otnenos JKKT (numieBos, sxerynox,
12-mepcTHAS KUIKA, KETIHBIN Ty3bIPb, TOKETYI0THAS
JKeJte3a) MCKITovast TnabeT

K Bosesnn amxaux otnenoB JKKT (kuteqHuk, rpbikm)

3 Bonesnu neuenn (rernatut, uppos)

u Bonesnn mouex (nuenonedput, ramomepyaionedpur)

K Boseann ModemnosoBoii crucTeMbl (MaTKH, MOUYEBOTO
My3bIPsi, YPETPbI, IIPOCTATHI, TUTHIKOB )

b} Bostesnn KOCTHO-MBITIIEYHON CUCTEMBI (MBIIIII, KOCTEN,
KOKHI)

M Hesposoruueckue 3a6osesanust (r0JJOBHOTO, CHIMHHOTO
MO3Ta, UCKIII0Yast IEMEHITUIO )

H IHIOKPUHHO-MeTabomueckue Gosesnu (auaber, cuc-
TeMHble MHDEKIIUY, TOKCUYeCKUe 3a00JIeBaHusI )

o) [TeuxnaTpudyecko-moBeIeHIECK e 3a00meBaHNs (Jlempec-

cHsl, TpeBOTa, BO3OYK/IEHWE, TICUX03, HO HE JIEMEHIIHST)
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MpunoxeHune 10. LLkanbl oueHkn obLiero
COCTOSIHMSA NauueHTa

Nunexc Kapuosckoro

CocTosiHIEe HOPMaJIbHOE, JKano0 HeT 100%

CriocobeH K HOpMaJIbHOI IeSATEIbHOCTH, TIOSIBJISTIOTCS] HE3HA- 90%

YUTEIbHDIEC CUMIITOMBI MU IIPU3HAKYU 3200/I€BaHI

HopmasibHast aKTHBHOCTb C YCUIIUEM 80%

O6ceayskuBaeT cebst CaMOCTOSTENIBHO, He CIIocoOeH K HopMaib- | 70%

HOM JIeTeJIbHOCTY WM aKTUBHOI paboTe

Hyskmaercst opoit B TOMOIIH, HO CIIOCOOEH caM yI0BJIETBO- 60%

PATH GOJIBIIYIO YaCTh CBOUX IIOTPEOHOCTEN

Hyskmaercst B 3SHaUNTETIBHON MOMOTIH ¥ MEAUIIMHCKOM 06¢cay- | 50%

JKUBaHIT

WMusanua. Hyxzaaercs B crielinaibHON TOMOIIIH, B TOM YHUCJIe 40%

MeJUTTTHCKOM

Taskesast UHBAJIUIHOCTD, ITOKa3aHa TOCIIMTAIN3AIHs, XOTs 30%

CMEPTDH He MPEICTONT

Tsxensiii GonbHoM. Tocturanuzanus vHeobxonuma. Tpebyercst | 20%

AKTUBHOE JIeYEHIE

Ymupaiomuii 6oabHOI 10%
IlIkana ECOG-BO3

Hopmasbhas akTMBHOCTD 0

Ectb cummrombl 3a601eBaHsd, HO COCTOSTHUE OJIHzKe K HopMasib- | 1

HOMY

Bospime 50% MHEBHOTO BpEMEHHU MTPOBOJIUT HE B TOCTENH, HO 2

MHOT/IA HYKJIAeTCSI B OT/IbIXE JIeKa

Hynaercst B npeGbiBanuu B ioctesiu 6oee 50% AHEBHOTO 3

BpeMeHU

He crioco6en o6enyskuBath cebst. [IpukoBaH K mocrein 4




TECTOBBIE 3A/IAHHA

K rmnase 1

1. TOCTOBEPHAS MHOOPMAIIMA Ob SPUTPOIIUTE:
1) GesbsepHas KieTka, uMerolnas (hopMy ABOSKOBOTHYTOTO [CKa,
2) npososkuTeNbHOCTD sku3Hu 90—120 nHeit;
3) mponoRUTENBHOCTD Ku3Hn 60—120 nmefs;
4) ocnoBHas (pyHKIMA — TPaHCIOPT AbixaTeabHbix razos O,, CO,;
5) cunresupyet 30% OT 06IIero KoJM4ecTBa reMoryioOMHa B KJIETKe.

2. TOCTOBEPHAA MHO®OPMAIMA O PETUKYJIOIIUTE:

1) MoJI0710#1 Ge3bAMEPHDIIL 9PUTPOLIUT;

2) He3peJbIil SPUTPOITUT;

3) ipousBoauT 10 30% OT OBIIEro KOJMUECTBA FEMOTIIOOMHA;

4) pazmep 6—7 MKM;

5) HAXOAUTCS B T€UEHUE OJIHOTO JIHSI B KOCTHOM MO3Te U B nepuce-
PUYECKOI KPOBHU.

3. JJIOCTOBEPHAS MTH®OPMAILNS O JTEMKOIINTAX:

1) reteporenHas rpyria siipoco/IepKaIIIX KJIETOK epudepryecKoit
KpOBH;

2) oTBevaroT 32 QYHKIIUIO HEBOCIIPUUMYMBOCTH K Uy>KEPOJHBIM aH-
TUTEHAM;

3) peanusyioT (DYHKIIMIO UMMYHUTETA OCPEACTBOM (DaroinTosa;

4) HopMaJIbHOE KOJUUYeCTBO B mepudepudeckoit kposu 4,0—11,0
TBIC./MKJT;

3) POJOJKUTENBHOCTD JKU3HU 8 4.

4. JOCTOBEPHASA UHO®OPMAIIA O TPOMBOIIUTAX:
1) y4acTBYIOT B IpoOIleccax CBEPThIBAHUS KPOBU U (pUOPUHOIN3A;
2) obecrieunBaOT aHTHOTPOPUUECKYIO (DYHKITHIO;
3) IPOAOJIKUTENBHOCTD JKU3HU § CYTOK;
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4) IPOZIOJKUTENHHOCTD JKU3HU 8 U
3) SBJISIIOTCSI KJIETKAMU KPOBU 0COO0 MAJIOTO pa3Mepa.

5. 9MBPUOHAJIbHBIE OPTAHBI KPOBETBOPEHUI:
1) KOCTHBII MO3T;
2) JKeJITOYHBII MEIIOK;
3) deTtanmbHasI TIeYEHb;
4) cene3enka,;
5) neitepossl Ourstiku JKKT.

6. BHOPME MUEJIOITIO23 Y B3POCJIBIX [TPONCXO/NT:
1) B cenesenke;
2) JKelITOM KOCTHOM MO3TE;
3) KpacHOM KOCTHOM MO3T€;
4) mumdaTryecKknx y3Jmiax.

7. HEHTPAJIbHBIE OPTAHDBI JIMM®OITIO93A:
1) Tumyc;
2) mumbaTudecKue y3Jibl;
3) cene3enka,;
4) KOCTHBIHN MO3T;
5) neiieposbi Gstiku JKKT.

8. MIEPUOEPUYECKUE OPTAHDBI INM®OITIOD3A:
1) Tumyc;
2) mumbarndeckue y3ibl;
3) ceye3enKa;
4) KOCTHBIN MO3T;
5) neitepossl Ourstiku JKKT.

9. UMMYHOJIOTMTYECKU T MAPKEP TCK:
1) CD34;
2) CD23;
3) CD43;
4) CD25;
5) CD5.

10. AHEMUS — [TEPBOE ITPOABJIEHUME ITPU JEDUITUTE:

1) skesesa;
2) acKOPOMHOBOI KUCJIOTH;
3) KobasaMuHa,;
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4) homeBOil KUCTIOTBI;
5) Menu.

11. OBIIEE KOJIMYECTBO JKEJE3A B OPTAHU3ME MYXYIH:
1) 25 mr/kT;
2) 35 Mr/KT;
3) 50 mr/kT;
4) 70 MT/KT.

12. OBIIEE KOJINYECTBO KEJIESA B OPTAHU3ME JKEH-
[II1H:

1) 25 mMr/kT;

2) 35 Mr/Kr;

3) 50 mr/kr;

4) 75 MT/KT.

13. KOBAJIAMUH — BUTAMMH B, — YYACTBYET B IIPOLIEC-
CAX:

1) obecredenst HOpMOGJIACTHYECKOTO KPOBETBOPEHIST;

2) ipe1oTBpaIieHUs HAKOTICHUS TOKCUYHON aMIHOKHCIOTBI TOMO-
IIICTENHA,;

3) obecrieueHust HOPMAILHOTO OOMEHA JKUPHBIX KUCJIOT B HEPBHON
TKaHHU;

4) peporBparienus AeeKToB HePBHOU TPYOKH B [IEPUOJL BHYTPH-
yTPOGHOTO Pa3BUTHS;

5) cunresa JJTHK.

14. ®DOJIMEBAA KUCJIIOTA HEOBXOJAMNMA [UJId ITPOILEC-
COB:

1) HOPMOGIACTHYECKOTO KPOBETBOPEHIST;

2) mpeoTBpaIeHIsT HAKOIIJIEHUS TOKCIYECKOW aMUHOKUCIOTHI TO-
MOIMCTENHA,;

3) HOpMaJTBHOTO OOMEHa JKUPHBIX KUCJIOT B HEPBHOW TKaHM;

4) npenorepanierus AeGeKToB HepBHOI TPYOKU y TJI0a B TIEPUO/T
BHYTPUYTPOOGHOTO Pa3BUTHS;

5) permkanun JTHK.

15.TEMOCTA3 OBECIIEUMBAET:
1) KynmupoBaH¥e KPOBOTEUEHHIT B COCY/IaxX TIOOOTO KaInOpa;
2) coxpaHeHue JKUIKOTO COCTOSHUS IUPKYJINUPYIONIEH KPOBH;
3) ocTaHOBKY KPOBOTEUEHUIT TIOCPEACTBOM TPOMOOOOPA3OBAHISE;
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4) BOoCCTaHOBJIEHUE 11€JIOCTHOCTH COCYAMCTON CTEHKU U KPOBOTOKA;
5) KynupoBaHue KPOBOTEUEHUI IIPY TOBPEKAEHUN KAUJIISIPOB U
apTepuo.IL.

K rmnaBe 2

1. OBBEKTDI JId MOPD®OJIOTUYECKOTO NCCHAETOBAHNMA
C KOJIMYECTBEHHBIM ITO/ICHETOM KJIETOK 11 X KAHEC-
TBEHHO! OLIEHKO:

1) nepudepudeckast KpoBb, TOJyUeHHAS METO/IOM BEHEITYHKITHH;

2) KOCTHBIN MO3T, MOJTyYeHHBIH METOIOM acITUPAIMOHHON GHOTICH;

3) KOCTHBIN MOST, MOJTy4eHHBII METOAOM TPENAHOOMOTICU;

4) CTUHHOMO3TOBASI KUIKOCTD, TIOJTyYeHHAsT METOOM JIFOMOATbHOT
MTyHKITAH;

5) TKaHb JTUM(DATHIECKOTO y3JIa.

2. IIPEUMYIIECTBA AHAJIN3ATOPHOI'O KIIMHNYECKOTI'O
NCCIENJOBAHNA KPOBU ITEPE/l MAHYAJIBHBIM:

1) mozicyeT apUTPONUTAPHBIX MHEKCOB;

2) 1ojiCYET IPOIEHTHOTO 1 aGCOMIOTHOTO COAEPIKAHUS KaKIOTO 13
BIJIOB JICHKOITUTOB;

3) NCKITIOUEHHE «IeI0BEYECKOT0» (DAaKTOPa B TIOICIETE NCCIETYEMbIX
apamMeTpoB;

4) BO3MOXHOCTD BBIIBUTD YHUKAJIbHBIC U3MEHEHNUS Mopdosornu
KJIETOK KPOBH;

5) mmojcYeT TPOMOOIMTAPHBIX HHIEKCOB.

3. HOJIHBIN KJIMHWYECKU AHAJIN3 KPOBU ITO3BOJIAET
YCTAHOBUTD:

1) anemMuIO U CTETIEHD €ee TSKECTH;

2) MOphOJOTUIeCKUil TUIT aHEMUH;

3) KauecTBeHHbIe M3MEHEHUsI PA3JUYHbIX TUIIOB JIEHKOIIUTOB;

4) KOJIMUEeCTBEHHbIE U3MEHEHUST TPOMOOIIUTOB;

5) KaueCTBEHHbIE U3MEHEHUST TPOMOOIUTOB.

4. OITYXOJIEBOE 3ABOJIEBAHNE '’EMOITIO23A MOJKHO 3A-
I[TOJO3PUTD B CJIYHAE:

1) TpexpocTKOBOIL 1UTONEHNM (AHEMUU, HEUTPOTIEHU Y, TPOMOOI[K-
TOTICHUN );
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2) osIBJICHIST HE3PEJBIX KJIETOK B JIEHKOIUTApHOI (hopMyJIe;

3) noBbIleHNs aGCOTIOTHOTO KOJMYECTBA 3PEJIbIX KIE€TOK KPOBH;
4) aHeMHWU cO 3HAYNTENbHBIM roBbIienneM MCV;

3) aHeMUH CO 3HAYNTENbHBIM CHIDKeHneM MCV.

5. MIOACYET MUEJTOTPAMMDI ITO3BOJIAET:

1) OLEHNTD KIETOYHOCTH TYHKTATA MO aOCOMOTHOMY KOJUYECTBY
MUEJOKAPUOIUTOB U METAKAPUOIIUTOB;

2) ompeiesITh HATTMYHE TTATOJOTNYEeCKUX KIETOK B TYHKTATE;

3) ycTaHOBUTH UATHO3 3a60JIeBaHUsT KPOBH;

4) TIOZICYUTATH KOJIMIECTBO KJIETOK KaKI0H JUHIH Tu(hepeHITmpOB-
KU (TPaHyJIOIUTOI0332, IPUTPOII033a, TUM(DOII0932, MOHOITUTOII0934);

3) OIPEIENTUTD HATTMYHE TIPU3HAKOB JINCIIA3UN KPOBETBOPEHUSI.

6. HIUTOXUMUYECKOE UCCJIEJOBAHUE OCYUIECTBJIAIOT
B ITEJIAX:

1) muddepentmarmn 6JaCTHBIX KJIETOK IIPU OCTPOM JieiiKo3e (Mue-
JI061aCThI, MOHOGJIACTBL, 9PUTPOOIACTDL, TUM(OOIACTDL);

2) BbISIBJIEHVSI CHIEPOOIACTOB U CUIEPOIIUTOB;

3) yrounenust MOP(hOJIOTUH KJIETOK KPOBU U KOCTHOTO MO3Ta;

4) npentuduranun ['CK;

5) mudbdepentmarn B- u T-mumbormTos.

7. OBBEKTDBI TUCTOJIOTUYECKOTI'O UCCITENJOBAHVIA:

1) KOCTHBII MO3T, HOJIYYEeHHbII TOCPEACTBOM acIUpPalMOHHON G1o-
1cuy;

2) KOCTHBIN MO3T, TIOJIYIE€HHBIN TOCPEACTBOM TPEMAHOOUOTICUH TTIO/T-
B3JIOIIHBIX KOCTEI;

3) TKaHb TMMMATIHYECKOTO y3JIa, TOJTyIYeHHAs TTOCPE/ICTBOM KCIIH-
3UOHHOIT Guorcny;

4) TKaHb CeIe3eHKH, MOJTyUYeHHasT TTOCPEICTBOM TYHKIIHOHHO# 610-
1cuy;

5) TKaHb TE€YeHH, MOJYIeHHAsT TTOCPEACTBOM MYHKIIMOHHOM 61O0-
TICUN.

8. ABCOJIIOTHDBIE ITOKA3AHUA AJIAA OCYIIECTBJ/JIEHUA TPE-
[MTAHOBUOIICUU:

1) HU3Kasg KJIETOYHOCTD MMyHKTATa KOCTHOTO MO3Ta,;

2) OCTPBIIi JIEMKO3;

3) To103penne Ha OITyX0JIeBO€e TIOPAsKeHHEe KOCTHOTO MO3Ta € 04aroBOM
uHGUIBTPAIIMEN OTTYXO0JIEBbIMU KIETKAM;
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4) oTKa3 60JIBHOTO OT MYHKIIMU KOCTHOTO MO3Ta;
3) «HESICHBIII» IMarHo3.

9. MOPOOJIOTUYECKOE/TUCTOJIOTUYECKOE NCCJIE/ITOBA-
HUE KOCTHOI'O MOS3TA ITO3BOJIAET:

1) o11leHUTH COCTOSTHIE KOCTHOM, COeIMHUTENBbHOM, SKUPOBOI U TEMO-
MO9TUYECKON TKAaHE;

2) IPUTOTOBUTS JTUTEILHO XPAHAIINECS TIperiapaThl KOCTHOTO MO3Ta;

3) olpesesMTh HaTUYKe TPU3HAKOB IUCTIJIA3UN KPOBETBOPEHUS;

4) muddepeHIpoBaTh BAPHAHTHI OCTPBIX JIEHKO30B;

5) muddepeHImpoBaTh THI HHGHIBTPATUBHOTO POCTA OILYXOJIH.

10. IOKA3AHUA 1JIA UMMYHOO®EHOTUIIMPOBAHUA ME-
TOJIOM ITPOTOYHOM IUTODJIIOOPUMETPUN:
1) muarnocruka suMbonponndepaTUBHBIX 3a00I€BAHUTT;
2) IMarHOCTUKA XPOHIMUYECKUX MUEJIONPOoJN(epaTUBHLIX JTEHKO30B;
3) ANarHOCTHKA OCTPBIX JEHKO30B;
4) IMarHoCTUKA UMMYHOIE(DUITUTOB;
3) INAarHOCTUKA COJIM/IHBIX OITyXOJIEH.

11. IOKA3AHUA VI UMMYHOTMCTOXMMUNYECKOTO NC-
CJIEJJOBAHNA:

1) nMMyHOEHOTHIIMPOBAaHNE OITyXO0JIeil KPOBETBOPHOH 1 M do-
WIHOU TKaHell;

2) yTouHEHHe BepOSTHOTO HCTOUHIKA METACTa3MPOBAHIS;

3) AnarHOCTUKA UMMYHOKOMILJIEKCHBIX U @yTOUMMYHHBIX 3a60J1e-
BaHUIL;

4) oucK nHGEKIUOHHBIX areHTOB (TOKCOILIa3Ma, MUKOOAKTEePUH,
XJIAMU/TUH, BUPYCHI U [IP.);

5) onpesesierre 0GbEeMa OILYX0JIEBbIX KJIETOK B OPraHU3ME.

12. CTAHIAAPTHAA HUTOTEHETUKA B META®A3HDIX IIJIAC-
TUHKAX ITO3BOJIAET:

1) onucath KApUOTHUTT TEMOTIOITUYECKOH KIIETKY;

2) 06HAPYKUTH ANATHOCTHYECKUE, BADHAHTHBIE U IOTOJTHUTETbHBIE
MePeCTPONKN XPOMOCOMHOTO aIlllapaTta KIeTKH;

3) obecneynTh HATUYNE TOCTATOTHOTO KOJTHYECTBA MUTO30B 1 BBICO-
KOTO0 KayecTBa MeTahasHbIX IITACTHHOK;

4) OTIEHUTD UTOTEHETHYECKUI OTBET 3a00I€BAHNST HA JIEUCHHE.,

13. III1P B PEAJIbHOM BPEMEHU ITO3BOJIAET:
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1) BoraBuTH nocsrenosaresbHocTsh I HK, sBisiongyiocs criendmuec-
KO reHeTH4YecKOi aHoMasrel OMyXoyu reMOIo3TUYeCKOH 1 TMM@ONAHOM
TKaHHU;

2) KOJIMYECTBEHHO OIEHUTD YU CI0 uexoaHbix kormii J[THK B o6pasiie;

3) oTpesiesINTh YyBCTBUTEIBHOCTD KJIETKHU K ITUTOCTATHKY;

4) KOHTPOJIMPOBATh HAINYHE ¥ TUHAMUKY MaTOJIOTUYECKOTO KJIOHA
BO BPEMsI JIeUeHNs.

14. TPEBOBAHUA TTPU ITPOBEJIEHNY NCCJIETOBAHUNI TE-
MOCTAS3A:

1) 3a60p KPOBU ¢ MUHIMAJIBHBIM HCIIOJb30BAHIEM JKIYTa;

2) B34THE KPOBU U3 TOAKIIOYNYHOTO KaTeTepa;

3) B3siTHE KPOBU 13 TIeprQepuuecKoil BEHbI;

4) TOBTOPHOE 00O CJIEI0BAHNE JUUIST TTOITBEPIK/IEHISI PE3YJIBTATA B CJIy-
Yyae BBISIBJICHUS CEPbE3HBIX HAPYIIEHUH B CHCTEMe TeMOCTas3a;

5) UCKJIIOYEHHNE TIPHeMa JIEKAPCTBEHHBIX CPE/ICTB, BIMSIONINX HA re-
MOCTa3.

15. VI OLEHKN COCTOAHUA COCYANCTO-TPOMbBOII-
TAPHOTO 'EMOCTASA OIIPEJEJIAIOT:

1) BpeMs cCBepTBIBaHUS KPOBY;

2) BpeMs KPOBOTCUYCHHUS;

3) KoMYeCcTBO TPOMOGOIUTOB;

4) arperaiio TpoOMOOIIUTOB;

5) aKTHBUPOBAHHOE YACTUYHOE TPOMOOILITACTHHOBOE BPEMSI.

16. AKTUBUPOBAHHOE YACTUYHOE TPOMBOIIJIACTUHO-
BOE BPEMS{ (AYTB) OIIPEJIEJIAIOT B IIEJIAX:

1) olleHKYM BHYTPEHHETO MEXaHW3Ma CBEPTLIBAHWS KPOBY;

2) OIeHKH BHEITHETO MeXaHN3Ma CBePTBIBAHNUS KPOBH;

3) ckpunmnra Ha gepurut Gakropo VIII wmm IX (remodpuansa A
u B);

4) CKPUHUHTA Ha HATMYHE BOTYAHOUHOTO AHTUKOATYISTHTA;

3) CIEKEHUST 32 AHTUKOATYJISTHTHBIM JIEHCTBHEM TeITapUHOB.

17. TIPOTPOMBUHOBOE BPEM? (I1O KBIKY) 1JI11 MHO OII-
PEJEJIAIOT B IIEJIAX:

1) oreHku BHEIIHETO MEXaHN3Ma CBEPTBIBAHNUS KPOBH;

2) olleHKH BHYTPEHHET0 MeXaHN3Ma CBEPThIBAHUS KPOBH;

3) onpezenenns akTuBHOCTH (haxTopa VII;

4) KOHTPOJIS 3a JIeUeHNeM HEPSIMBIMU aHTHKOATyJISTHTaMI;
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3) KOJIMYECTBEHHOTO OTpe/ie/ieHsT GUOPUHOTEHA B ABTOMATHYECKIX
KOaryJioMeTpax.

18. IJII OEHKM COCTOSHIA IPOTUBOCBEPTBIBAIOIIE
CUCTEMBDI OITPEJEJIAIOT:

1) xonnenTpamuio nmporenna C;

2) KOHIIEHTPAIINIO TIPOTENHA S;

3) akrusnocts anturpombuna I1T;

4) BpeMst JiM3uca 9yrI00yTMHOBBIX CTYCTKOB;

J) IJIA3MUHOTEH 1 TKAHEBOW aKTHBATOP TJIa3MUHOTEHA.

19. U1 OIIEHKU COCTOAHUA CUCTEMbI ®MBPUHOJIN3A
OIIPEJEJIAIOT:

1) xonnenTpamuio nmporenna C;

2) KOHIIEHTpAIINIO TIPOTENHA S;

3) Bpemst Jim3uca ayriao0yIMHOBBIX CIYCTKOB;

4) akTuBHOCTH aHTUTpOMOMHA I1T;

J) IJIa3MUHOTEH 1 TKAHEBOW aKTHBATOP IJIa3MUHOTEHA.

20. TOCTOBEPHAA MHO®OPMAIIMA O D-IUMEPAX:

1) cremuduyeckre MPOAYKTHI Aerpaganun GUOpHHa, BXOAAIIIE B
cocras TpomOa;

2) ob6pasyioTcst B MPOTlecce JU3UCA CTYCTKA KPOBH O/ BIUSHUEM
IJIa3MWHA U HEKOTOPBIX Hecrenupuueckux GpuOpUHOINTHKOB;

3) kontenTpaius D-11MMepoB B CBIBOPOTKE TIPOIIOPITMOHAJIbHA aK-
TUBHOCTH (PUOPUHOIN3A U KOJTMYECTBY JU3UPYEMOTO (hubprHa;

4) TIoKa3aTesb TOTo, 4TO B Tporiecce GUOPUHOIN3A PACIIENIISIETCS HE
TOJIBKO (UGPUH, HO 1 GUbPUHOTEH MK HUOGPUH-MOHOMEPHI;

5) umeroT 6oJiee BHICOKHE HOPMATHBHbIE TIapaMeTphl y GepeMeH-
HBIX.

K rmaBe 3

1. HAUBOJIEE 3HAYMMBIN JTUDOOEPEHIIMAJIBHBIN ITPU-
SHAK IJIA YCTAHOBJIEHNA HO3OJIOTUYECKOTO ANATHO-
3A AHEMUU:

1) crenenp TSKECTH aHEMUM;

2) KOJTMYECTBO PETUKYIOINTOB;

3) MopdoJsiorus 3puTPOIUTOB;
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4) TUII 5PUTPOII0333;
3) TTATOTEHETHYECKUI MEXaHU3M BOSHUKHOBEHUST AHEMUTL.

2. TUIBI AHEMUI IO KUHETUYECKOW KJIACCUDUKA-
[nu:

1) runiepperenepatopHag;

2) runopereHepaTopHasi;

3) HopMopereHepaTopHas;

4) pereHepaTopHasi;

3) apereHepaTopHasi.

3. IIPUYMHA MUKPOITUTO3A SPUTPOIIUTOB:
1) noBbIIIIEHHAsT CeKBECTPAINS 3PUTPOIUTOB B CEIE3EHKE;
2) UB0BITOK «CTapbIX» IPUTPOIUTOB;
3) yMeHbIIeHIe CO/lepKaHsI TeMOTJIOONHA B 9PUTPOIIUTE;
4) CHI)KEHME KOJNYeCTBA PETUKYJIOIUTOB;
) TIOBBIIIIEHIE KOJNYECTBA MOJIOJIBIX SPUTPOIUTOB.

4. ITMOOEPEHIIMATIBHBIN IMATHO3 MUKPOIITMTAPHBIX
AHEMUI BK/IIOYAET:

1) skesre301eGUTMTHYIO AaHEMHUTO;

2) B,,-nedunuriyio anemMuio;

3) bonueBomeUIUTHYIO aHEMUIO;

4) aHeMUIO XPOHNYECKUX 3a00I€BaHNUI;

3) MaJIYIO TATIACCEMHUIO.

5. IPUYMHDBI MAKPOIITMITO3A SPUTPOIIMTOB:

1) Meraso61acTHbII 9PUTPOTIOI3;

2) NmoBBIIIEHNE COePKaHUST PETUKYJIOIUTOB B HepudepudecKoi
KPOBH;

3) AucIIa3ust apUTPOII0I3a;

4) CHU)KEHHAsT CEKBECTPAIIS 9PUTPOITUTOB B CEJIE3CHKE;

3) MOBBIIIEHHOE COEPKAHIE TEMOTIOONHA B 9PUTPOIIUTE.

6. ITMODOEPEHIIMAJIBHBIN JUATHO3 MAKPOIIMTAPHBIX
AHEMUI BKJIIOYAET:

1) skesre301e UM THYIO AaHEMHUTO;

2) B,,-nedunuriyio anemuio;

3) honueBomeUIUTHYIO aHEMUIO;

4) TeMOJIUTUYECKYIO AaHEMUTO;

3) MUEJIOAUCIIIACTUYECKUN CHHIPOM.
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7. HAUBOJIEE SHAYMUMOE UCCJHEJOBAHUE ITPU IUODEPEH-
IUAJIBHOW JINMATHOCTUKE MUKPOIITUTAPHBIX AHEMUI:
1) xoHIIeHTpaIN GepPUTIHA B CBIBOPOTKE KPOBU;
2) myHKTaTa KOCTHOTO MO3Ta;
3) KOHIleHTpalluy BUTaMuHa B,, B cbIBOPOTKE KPOBH;
4) KoHIeHTpan# (oJIneBoii KUCIOTHI B CBIBOPOTKE KPOBH;
5) ompeesneHre abCOTOTHOTO KOTMUECTBA PETUKYIOTIUTOB.

8. HAMBOJIEE SHAYMMbIE JVUATHOCTUYECKUE TECTBI I[TPU
JNOOEPEHIIUATIBHON IMATHOCTUKE MAKPOIIUTAPHBIX
AHEMUIL:

1) xonnenTpanus heppuTHHA B CBIBOPOTKE KPOBH;

2) ompeiesieHre KOJNIECTBA PETUKYJIOINTOB;

3) KoHlLeHTpalys BUTaMuHa B,, B CbIBOPOTKE KPOBY;

4) KOoHIIeHTPAIUsA (HOTIEBOI KUCTOTHI B CBIBOPOTKE KPOBH.

9. HAUBOJIEE 3HAYMMDBIE TECTDBI JIA JUODOEPEHIT A b-
HOW IMATHOCTUKM HOPMOIIUTAPHOM AHEMUU:

1) conmepsxanme keyesa B CBIBOPOTKE KPOBH;

2) cBIBOPOTOYHBIH (heppuTHH;

3) KoHIleHTpalus BUTaMKHa B, B chIBOpOTKE KpOBY;

4) KoHIeHTpaIust (HOJTNEBOH KUCTOTHI B CBIBOPOTKE KPOBH;

5) ompeesneHre abCOTOTHOTO KOTMUECTBA PETUKYIOTIUTOB.

10. KIMHUYECKUE ITPOABJIEHUA UMMYHOJIEOUIIUTHOTO
CUH/IPOMA BO3HUKAIOT B CJIYUAE:

1) WBC 20,0x10°/11, neiirpocduios 10%, mounoturos 1%, aumdbo-
uToB 89%;

2) WBC 2,0x10°/a, reiirpodusion 10%, MOHOIIUTOB 5%, TUM(bOIUTOB
85%;

3) WBC 3,0x10°/x, neiirpodusion 80%, mouorutos 15%, sumdo-
uToB 5%;

4)1gG 2 r/m;

5)1gG 25 /.

11. TIPOABJEHMA TEMOPPATUYECKOTO CUHAPOMA MIK-
POIIMPKYJIATOPHOTI'O TUIIA:

1) MesKOTOUEUHDIE KPOBOU3IUAHUA (TIETEXUN ), He NCUe3aI0IINe IIpU
Ha/[aBIMBAHNY;

2) 9KXMMO3bI WU CUHSIKHY;

3) HOCOBBIE, JleCHEBbIE KDOBOTEUEHMS;
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4) TeMaTOMBI;
5) reMapTpo3bl.

12. ITIPOABJEHUA TEMOPPATUYECKOT'O CUH/IPOMA T'EMA-
TOMHOTO THUIIA:

1) MesKOTOUEUHDIE KPOBOUBIUAHUA (TIETEXUN ), He HCUe3aIoIne Ipn
Ha/[aBINBAHU;

2) 9KXMMO3bI WU CUHSKH;

3) HOCOBBIE, IECHEBbIE KPOBOTEUEHILS;

4) TeMaTOMBI;

5) reMapTpO3bI.

13. TIPOABJIEHUWA TUITEPIIVIACTIHECKOT'O CMHIPOMA TP
OCTPOM JIEMKO3E:

1) WBC 50,0x10°/1, 6mactoB 88%, cerMEeHTOSIIEPHBIX HEHTPOGDUIIOB
5%, mamdoruros 7%;

2) B MH€eJTIOTpaMMe OTAaCTHBIX KJIETOK 25%;

3) mumboazieHonaTus, TeNaTOCILIEHOMETATNsI Kak TIepBbie MPOsIBJIe-
HIIST 3200JIEBAHYIST;

4) nmukBopHbIit T3 300 K71. B 1 MKJT;

5) JIeiiKeMUIbI KOKH.

14. TIPOABJIEHUA TUTTEPIIJIACTUYECKOTO CUH/IPOMA TP
XPOHUYECKOM JINM®OJIENKO3E:

1) WBC 1,0x10°/.1, cermeHTOsII€pHBIX HETpOobuIoB 5%, muMdo-
utos 95%;

2) WBC 30,0x10°/11, cermeHTOs11EpHBIX HENTpObuI0B 15%, mumMdo-
utoB 84%, Monorutos 1%;

3) mamdboazieHoaTHSsT;

4) crIeHOMeTausd;

5) WBC 100,0x10°/51, 6acTHbIX KJIeTOK 48%, CerMEHTOSAEPHBIX
HeiTpoduios 2%, sumborutoB 50%.

15. TIPOABJIEHUA TUTIEPIIJIACTUYECKOTO CUHAPOMA IIP1
XPOHMNYECKUX MUEJOITPOJNDOEPATIIBHBIX HOBOOBPA-
30BAHUIX:

1) WBC 20,0x10°/1, cermenTostiepubix HeiiTpodunos 30%, mumbo-
1mtoB 15%, moHormTos 55%;

2) WBC 30,0x10° /1, mpomuestonntoB 1%, muesoruros 12%, 10HBIX 5%,
HAJIOUKOSI/IEPHBIX HEUTPODHUIIOB 5%, CErMEHTOsIEPHBIX HelTPohuIoB 57%,
2031HOMUIOB 5%, 6azoduios 1%, MOHOIUTOB 5%, MuMdONUTOB 9%;
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3) cruieHOMerasms;
4) HGB 180 r/a1, RBC 6,0x10'2/1;
5) PLT 400x10°/01.

16. IIPU3HAKU ITOBBINTEHHOTO PACITAZIA 9PUTPOIINTOB
N TEMOIJIOBMHA:

1) obuuii Guaupy6un 36 MKMOJIb /1, Hempsamoii 30 MKMOJIb,/ 11,

2) obuuii 6umipyoun 300 MrMOJIb /I, ipsiMoii 150 MKMOJIB /11, He-
npsimoii 150 MKMOJIB /J;

3) JIAT B cviBopotke kposu 2000 en./;

4) ypoOuInH B Moue +++;

5) TanTorJa061H B ChIBOPOTKE KpoBu — 0.

17. MIPU3HAKU AKCEJEPUPOBAHHOT'O 3PUTPOITOI3A:
1) JIAT B ceiBopotke kpoBu 1000 en./i;
2) MCV 118;
3) peTuKyJIOIUTOB 25%;
4) perukysonntos 120x10°/;
3) CILIEHOMETaTHSL.

18. TABOPATOPHDBIE TECTDBI /IJIA YCTAHOBJIEHA HO30J10-
TMYECKOTO IUATHO3A TEMOJIMTUYECKO AHEMUU:

1) cnenuduyeckas MophoIornyecKkas aHOMaJIKs IPUTPOLUTOB;

2) anTurnobynauHoBas npsimas npoda Kymoea;

3) ocMoTHYECKast PE3UCTEHTHOCTD PUTPOLIUTOB;

4) 9pUTPOIUTOTPAMMA;

5) NYHKIKST KOCTHOTO MO3Ia.

19. CUMIITOMBI CUJAEPOITEHMYECKOT'O CUH/IPOMA:

1) JIOMKOCTb, UCTOHYEHHE, JTOKKO0OPasHast BOTHYTOCTh HOITei (KO-
JIOHUXWH );

2) mubdysnasa MesaHogepMus (TUIIEPIIUTMEHTAITIA );

3) TpemwHbI B yryax pra (XeWauT), aHTyJIsIpHBIN CTOMATHT;

4) HENPEOAOIUMOE JKeJAHUE eCTh YTO-Iub0 MaNOCheoOHOe: MeJ,
3yOHOI TIOPOLIOK, YroJib, TIMHY, HECOK, Jej, kpaxmai (pica Clorotica);

3) MBIIIEYHBIN IUIIEPTOHYC.

20. CUMIITOMDBI CUJIEPOAXPECTUYECKOTO CUHIPOMA:
1) XxpoHUUeCKast acTeHusT, CTabOCTh, YTOMIISIEMOCTb, BSIITOCTh, HAPY-
HIeHUe CHa, TaMSITH;
2) apTpornaruu;
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3) nuddysnast MenaHoepMus (TUTIEPITUTMEHTAITHS );

4) HENPEOJOJIUMOE JKEeJAHUE eCTh YTO-Iub0 MaIoCheoOHoe: Mell,
3yGHOIT TIOPOIIIOK, YTOJb;

5) KonteHTpanus heppuTrHa B CbIBOPOTKe KpoBU 300 MKT /1.

TecToBbIe 3agaHuA K rnase 4

1. TIPUYMHBI BOSHUKHOBEHUSA K/A:
1) nanonaTyeckuii 1eUIT sKere3a;
2) ocTpast MacCHBHAsI KPOBOTIOTEPST;
3) XpoHHUYecKast KPOBOIIOTEPS;
4) 6epeMeHHOCTb;
5) aJlMMeHTaPHbII AeQUIHT.

2. KIMHNYECKUE ITPOABJIEHUA K/A:
1) HOpMO-/MaKkponUTapHast aHEMUS PA3JIUIHON CTETIEHH TIKECTH;
2) HOpMO-/MUKPOIIMTAPHAS aHEMUS PA3JTUYHON CTETICHU TSIXKECTH;
3) CUMTIITOMBI CUJIEPOTIEHUYECKOTO CHHIPOMA,;
4) CUMIITOMBI CH/IEPOaXPECTHYECKOTO CUHPOMA,;
5) cUMIITOMbI 3260/ I€BAHYS, TIPUBE/LIETO K aGCOMOTHOMY HedUIuTy
JKesesa.

3. JABOPATOPHDBIE ITOKA3ATEJIV, XAPAKTEPHDIE [JIdA
KIA:

1) Hb 40 r/m, RBC 0,98x10'%/o1, Ht 0,11, Rt 24%0, MCV 118, MCH 40;

2) Hb 100 r/a, RBC 4,9x10'2/1, MCV 66, MCH 20;

3) dbeppuTHH CBIBOPOTKH KPOBU 5 MKT/JT;

4) cupgepobiacToB B KOCTHOM Mosre Gosibiie 30%;

3) 00111as1 JKeJIe30CBA3BIBAIONIAsT CIIOCOOHOCTD CHIBOPOTKU KPOBH 46
MKMOJIb /1.

4. CYTOUYHAA JO3ADJIEMEHTAPHOTO JKEJIE3A 1JId ODODEK-
TUBHOW TEPAIINU JKIOATIPEITAPATAMUN /IBYXBAJIEHTHOTI'O
JKEJIE3A:

1) 100—200 mr;

2) 50—100 mr;

3) 300—400 mr;

4) 3 TabmeTku;

5) 6 TabIeTOK.
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5. OIITUMAJIbHAA JJAUTEJBHOCTD ITPUEMA 200 MTI" 3JIE-
MEHTAPHOTO JKEJIE3A B CYTKU TP JIEHEHNWU K/IA:

1) 1 mecsrr;

2) 2 mecsna;

3) 3 mecsra;

4) 110 HOpMAJIU3AIUY YPOBHS TeMoriobuna y xKeutnun 6osee 130 v/,
y Myskuns — 6ojee 140 r/;

5) 6 mecsitieB.

6. IPUYMTHBI BOSHUKHOBEHUA B12-HE®HHHTHOﬁ AHE-
MUN:

1) ayTOMMMYHHBI TaCTPUT;

2) racTpaKTOMUS;

3) mucbakTepros Hpu AUBEPTUKYJIE3€ TOHKOTO KUIIEYHIKA;

4) TyicTHBIe MHBA3UU (IITUPOKUT JIEHTEIT);

5) asmMmenTapHasi (1IHIeBoil 1euuT oBoieil 1 GpPyKToB).

7. KIMHUYECKUNE ITPOABJJIEHUA B12-[[ECDI/IH,I/ITHOI/UI AHE-
MUN:
1) HOpMO-/MaKponUTapHasd aHeMUs PAa3JIMYHON CTETIEHU TIKECTH;
2) HOPMO-/MUKPOITITAPHAS AaHEMHUST PA3IMYHON CTEIIeHN TSKeCTH;
3) TPOMOOITUTOTIEHNUST ¢ TEMOPPATHYECKUM CHHIPOMOM;
4) rnoceur;
3) nopakeHue HePBHOM CHCTEMBI 110 THITY ITOJIMHEBPHUTA C IPUCOE/U-
HEHNEM CHUMIITOMOB ITOPaskeHMsI CIIMHHOTO MO3Ta.

8. JABOPATOPHBIE ITPOABJIEHNA B12—Z[ECDI/H_H/ITHOpI AHE-
MUN:

1) Hb 40 r/m, RBC 0,98x10'%/a1, Ht 0,11, Rt 24%0, MCV 118, MCH 40;

2) Hb 100 r/x1, RBC 4,9x10'*/n, MCV 66, MCH 20;

3) KoHueHTpalmsa BuTamMiHa B, B corBopotke kposu 250 1ir/1;

4) obuuit 6unupybun 34 MKMOJb/JI, HenpsaMou Guaupybun 29
MKMOJIb /JT;

5) JIAT 2000 ex. /o1

9. MPMYMHBI BO3SHUKHOBEHUA ®OJNEBOJEGUIINTHOM
AHEMUN:

1) orpanndentoe yrorpebienne oBomel 1 GPyKTOB TMOKUIBIMI
JIIOJIbM;

2) Jiy4eBoOli KOJUT;

3) ANTEBHBIHN PHeM OPAJIbHBIX KOHTPAIEITHBOB;
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4) GepeMeHHOCTh, MJIAJIEHIECKUI BO3PACT;
3) TIeperpy3Ka JKeTe30M.

10. JABOPATOPHDIE ITPOABJ/JIEHVA ®OJIMEBOJIEOUITNT-
HOI1 AHEMUMU:

1) Hb 57 v/, RBC 1,6x10"/1, MCV 108, MCH 34,7;

2) Hb 100 r/m1, RBC 4,9x10'?/1, MCV 66, MCH 20;

3) xourenTpanus peppuTuHa B CHIBOPOTKE 15 HI /M

4) xonuenTpauusa putamMuna B,, B cerBopotke 180 Hr/m;

3) KOHIIEeHTpaIwst (HOTUEBON KUCTOTHI B CBIBOPOTKE KPOBH 0,8 HI/MJL.

11. AHEMUS XPOHNYECKIX 3ABOJIEBAHUI:

1) anemust, BOSHHMKAIONIAS [IPH JIOOOM XPOHUYECKOM 3a00/IEBAHIH;

2) aHemust, aCCOLUMPOBAHHAS ¢ 3a00JIEBAHUEM, B OCHOBE KOTOPOTO
JIESKUT OCTPOE MJTH XPOHIUYECKOe BOCIIAJIeHe, BKITI0YAst OITyXOJIE€BOE;

3) aHemuist, BOSHUKAIOLIASA [IPU XPOHUYECKUX 3a00JI€BAHUSIX, COMPO-
BOSK/IAIOTIIXCS] KPOBOTEUEHHEM.

12. AHEMUMIO XPOHMYECKHNX 3ABOJIEBAHUN JTUODOEPEH-
OUPYIOT C IPYTUMU 3ABOJIEBAHUAMN KPOBU:

1) KIA;

2) B,,-nedunurnoii anemueii;

3) dbonueBomeduIUTHON aneMuel;

4) MUETOJMCIIIACTUYECKUM CHHIPOMOM;

5) reMOJINTUIECKOI aHEMUEN.

13. JEYEHNE AHEMUN XPOHNYECKNX 3ABOJIEBAHNI:

1) ycTpanenme XpoHUYECKOTO BOCIIAJICHUST;

2) camnmieMeHTaIMs JKeJIe30M MPU COMYTCTBYIOIEM sKese3onedu-
LUTHOM COCTOSIHU;

3) pekoMOuHaHTHBII apuTponoaTrH B go3e 150—300 ME /kr Tpu pasa
B HEJIEJIo;

4) nuanko6amaMud 200 Mr/cyT BHYTPUMBIILIEYHO;

3) bomalH 5 MT BHYTPb.

TecTOBbIe 3apaHuA K rnaBe 6

1. KIMHNUYECKHUE ITPU3HAKU HACJEACTBEHHOTI'O CDE-
POIIMTO3A:
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1) xpusoBoe TeyeHne;

2) MUKpOIIUTAapHas, pereHepaTopHas aHeMUST;

3) HOpMO-/MaKpOIUTapHasl, PereHepaTopHast aHeMUST;
4) yBesimueHue ceyie3eHKH;

3) KaMHH B JKEJTYHOM ITy3bIpe.

2. JABOPATOPHO-MHCTPYMEHTAJIbHBIE ITPOABJJIEHMA HA-
CJTEACTBEHHOTO COEPOIINTO3A:

1) ceponmraprass MOpGOJTOTHS IPUTPOIIUTOB;

2) orpunatesbhas nmpoda Kymbea;

3) yBeJiueHue cesle3eHKy;

4) nososxkurenbHast mpoba Kymoca;

5) cuepoIeHHsI.

3. ®DAKTOPLL ITPOBOIMPYIOHIME TEMOJIN3 Y JINI C JEDI-
[INTOM TI-6-OAT:

1) BupycHast min 6akrepraibHas HHGEKIIS;

2) cynbannnraMuabl, TPOTUBOMAJISIPUIHLIE TTPerapaTsl, HUTPOdy-
paHbI;

3) TOKCHMYHBIE BElleCTBa, HAIpUMep HadTaIIH;

4) MeTaboNIMYeCKUI al/I03;

5) oObIuHas pU3NUECKass HATPY3Ka.

4. KITMHWYECKHWE NPOABJIEHNA ITPOMEXYTOYHOI U
BOJIbIION TAJTACCEMUU:

1) xponmueckas aneMns;

2) 3aMeJIeHne POCTa, TOJIOBOTO PA3BUTHS;

3) nedopmalius KOCTel JUIEBOTO CKeJeTa, ICTOHUEeHE KOPTUKAJb-
HBIX [ITACTUHOK MO3BOHKOB U TPYOUATHIX KOCTET;

4) criieHoMeranus;

5) cunapom aedurinra xKesesa.

5. JJEUEHVE KJIMHUYECKU BBIPAJXKEHHOM TAJTACCEMUU:

1) crimeHaKTOMUSA Kak METO/L ITATOTEHeTHYeCKOH Tepamny;

2) CIJIEHIKTOMUSI [IPU TIOBBINIIEHUN TPAaHCHY3UOHHON 3aBUCUMOC-
TH,

3) peryJsipHble TpaHChY3UHW dpUTPoIUTapHOil Macchl (1—-3 103w
Kask/ble 3—5 Heleb); MeIeBoll ypoBeHb reMoriobuna cocrasisier 100—
120 r/m;

4) mpoduiakTKa u JedyeHune TpaHchy3MOHHOM TTePErPy3KH KeTe30M
C UCTIOJIb30BAHMEM KPOBOITYCKAHUI;
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5) npoduakTrka u jederne Tpanchy3MOHHON TIEPErPY3KH JKeJIe30M
C UCHOJIb30BAaHUEM XETIaTOPOB Kee3a.

6. KIMHUYECKUE NPOABJJIEHNA TOMO3UTOTHOM CEPIIO-
BUHOKJIETOYHOW AHEMUU:

1) oTcraBanue pocTa u IMOJIOBOTO CO3PEBAHUS;

2) TOBBINIIEHHAS] CKJIOHHOCTD K TSIIKEJIBIM HHGEKIHUSIM, 0COOEHHO
ITHEBMOKOKKOBBIM;

3) aHeMUYeCKHe TIPOSBIICHIS;

4) (heHOMEH OKKJITIO3UM COCY/IOB;

3) CHHIIPOM IIEPErPY3KH JKEJIC30M.

7. UMMYHHBIE TEMOJINTUYECKNE AHEMIU BRJIIOYAIOT:
1) nauonatnyeckyio ayTOUMMYHHYIO FTeMOJINTHYECKYIO aHEMUIO;
2) Bropu4HbIe (CUMIITOMATUYeCKNe) ayTOMMMYHHbBIE TeMOJTUTHYEC-
KUe aHEeMUU;
3) aJJIONMMYHHbBIE TeMOJINTHYECKIe AaHEMU;
4) TarTeHOBbIE TEMOJIUTUYECKUE AaHEMU;
3) MapoOKCUBMAIBHYIO HOYHYIO FeMOTJIOOHHYPHUIO.

8. KAJNMIOMMMYHHBIM TEMOJIMTUYECKMM AHEMUJAM OT-
HOCAT:

1) reMosUTHYECKYIO OOJIE3HD HOBOPOKIAEHHBIX;

2) Tpanchy3noHHbIC PEAKIINH IIPU TTepeSIMBAaHIT KPOBHU, HE COBMECTUMON
no cucteme ABO, pesyc- 1 IpyruM aHTUTEHHBIM CHCTEMaM 3PUTPOIINTOB;

3) JeKapcTBEHHO UHYIIUPOBAHHBIE;

4) MOCTTPAHCIIAHTAIMOHHBIE.

9. AYTOMMMYHHBIE TEMOJINTUYECKNE AHEMNUN OBYC-
JIOBJIEHDI:

1) nomnalaHneM N3BHE AHTUTEJ IIPOTUB AaHTUTEHOB SPUTPOIUTOB;

2) BBIPAOOTKOI B OpraHu3Me aHTUTEJ IIPOTUB COOCTBEHHBIX HEU3-
MEHEHHBIX 3PUTPOIUTOB B Pe3yJIbTaTe CPbIBA NMMYHOJIOTHYECKON TOJIe-
PaHTHOCTY;

3) BbIpabOTKOM B OpraHu3Me aHTUTEN IPOTUB COOCTBEHHBIX TOBPEXK-
JICHHBIX 9PUTPOIUTOB.

10. BHYTPUKJIETOUYHBLIN AYTOMMMYHHDBIN TEMOJIN3 PE-
AJIN3YETCA B CJIVHAE:

1) ¢puKcanmm KoMIIeMeHTa Ha MeMOpaHe 9pUTpoIUTa ¢ 06pasoBa-
HIIEM MEMOPAHOTIOBPEK/IAIOIIETO KOMILTEKCA;
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2) nostBnenust anturen 1gG, nnorna [gM;

3) nossienud anturen IgM, nnorna I1gG;

4) TIOJTHOTO MJIM YacTUIHOTO (harormroda makpodaramu POC spurpo-
IUTOB, OTICOHNPOBAHHBIX IgG 1 KOMITOHEHTAMU CUCTEMbI KOMILJIEMEHTA.

11. AYTOUMMYHHAA TEMOJIMTUYECKAA AHEMUA C TEII-
JIOBBIMU AHTUTEJTAMU:

1) HanGosee yactass popMa MIMMYHHBIX TEMOJTUTUYECKUX aHEMMUIT;

2) Bcerjia UMeeT NINONIATHYECKYT0 (hOpMY;

3) reMoJIN3 APUTPOIUTOB BHYTPUKJIECTOUHBII — Makpodaramu ce-
JIE3EHK;

4) B caryyae BBICOKOH KOHIIEHTPAIIMM ayTOAHTUTE Ha TOBEPXHOCTU
3PUTPOINTOB 1 HATNYNS (PUKCHPOBAHHBIX KOMIOHEHTOB CHCTEMBI KOMII-
JIeMeHTa UMeeT MeCTO BHYTPUCOCYANCTRIH TeMOJIN3.

12. JABOPATOPHDBIE ITPOABJEHUA AVUTA C TEIIJIOBbIMI
AHTUTEJTAMU:

1) Hb 116 r/x1, RBC 3,48x10'2/1, Rt 250%0, MCV 102;

2) Hb 66 r/1, RBC 1,6x1012/11, Rt 25%0, MCV 112;

3) reMocuiepuH B Moue ++;

4) osioskuTesbHas npsamast npoda Kymoca;

5) orpunaresbHas npsMas npoba Kymbea.

13. JEHEHUE AUTA C TEIIJTOBbBIMU AHTUTEJTAMU HAYU-
HAIOT:

1) co crutenakTomMuy;

2) rIOKOKOPTUKOCTEPOUIOB BHYTPb B 103€e 1—1,5 Mr/KT;

3) IyJabC-Tepanuu METUIIPEIOM;

4) IUTOCTATUKOB;

5) mazmadepesa.

14. 1711 XOJIOJJOBOM TEMATTJTIOTUHNHOBOM BOJE3HU
XAPAKTEPHDI:

1) ayroanTurena IgM;

2) ayroantutesna IgG c nByxdasHoii peakiueii;

3) MakCUMaJIbHOE MTPOSBJICHNE aKTUBHOCTH aHTHUTEJ IIPH TeMIlepa-
Type 4—18°C;

4) casbiBanue anTtutes IgG ¢ apuTponTamMu 1 hUKCAIMSI KOMILIe-
MEeHTa IIPH HU3KOH TeMIlepaType, aKTHBAI KOMIIJIEMEHTa, TPUBO/ISIIA
K reMosu3y, npu temmeparype 37°C;

3) MapOKCU3MAJIbHOE TeUEHHE.
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15. TAPOKCU3MAJIbHAA HOUHAA TEMOIJIOBUHYPUS (AHE-
MUA MAPKNAG®ABBI-MUKEJIJIN):

1) mprobpeTernast MeMOpaHOMATHST, 00YCIOBIEHHAST COMATUIECKOIT
MyTalueil Ha yPOBHE CTBOJIOBBIX KJIETOK;

2) BO3HUKAET MOBBITIIEHHAST 4YBCTBUTEBHOCTD APUTPOIIUTOB, TPAHYJIO-
IIUTOB 1 TPOMOOIIUTOB K JIEHCTBIIO KOMIIJIEMEHTA B YCJAOBHX all/1034;

3) comnpoBokIaeTcs neUIUTOM KeJiesa;

4) CONIPOBOXKIAETCS TTEPETPY3KOI JKeJIe30M;

3) COMPOBOJKAAETCS TPOMOO30M MEJTKUX BEH PA3TMUHBIX JOKATN3a-
NN,

TecTOBbI€e 3apaHuA K rnaBse 7

1. [IPUVUMMYHHO TPOMBOIIUTOIEHN TEMOPPATUYEC-
KU1 CUH/IPOM:

1) merexmaabHO-CUHIYKOBBII;

2) reMaTOMHBI;

3) cMeTTaHHbIH;

4) BaCKyJIMTHO-ITYPILY PHBI;

5) TeJIeaHTNOMATO3HBIN.

2. /14 IEPBUYHOM MMMYHHOI TPOMBOIIUTOIIEHUN
XAPAKTEPHO:

1) pomboTITONIEHUST B aHajiu3e TmepudepudeckKoil KpOBU HUIKE
100x10°/1;

2) ayroanTuTesna K TpoMOOIITaM (TIUKOIPOTEMHAM MEMOPAHBI TPOM-
6ouuros GPIIb—IIIa, GPIb—IX/V);

3) neiirpoduiibt B anamuse nepudepudeckoit Kposu nmxke 2,5x10° /i

4) CPB +++;

5) HaJTMIMe AHTHHYKJT€APHBIX AHTUTEN B CBIBOPOTKE KPOBHL.

3. IIEJIb TEPAIIMU IEPBUYHOV UMMYHHO TPOMBOIN-
TOIIEHNU:

1) medenne reMoOpparmdecKoro CHHAPOMA,;

2) HOpMaJIM3AIUS YPOBHS TPOMOOIUTOB;

3) uznevyennue;

4) npourakTuKa KPOBOTEUEHUIA.

4. ITOKASAHIVA 1JIA TEPAIIN ITVIIOKOKOPTUKOCTEPOUN/IA-
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MU [TPU BIIEPBBIE BBIABJIEHHOMW IMTEPBUYHON MMY H-
HO TPOMBOIIMTONEHNU:

1) Tpomboruronenus nuxe 100,0x10°/1;

2) TpoMOOIUTOTICHUS JIIOOGON CTEIIeHN [TPU HAIMYUU 3HAYUTEIbHBIX
reMOpparmyeckix NposiBJIEHNI KPOBOTOUNBOCTH;

3) Tpombormronenus Huxe 30,0x10° /71 Ipu OTCY TCTBUM CUMIITOMOB
KPOBOTOYMBOCTH;

4) Hasm4Me aHeMUN 1 TPaHyJIOIUTOIICHUY;

5) Bce cirydan.

5.MOKA3AHUA K CIJIEHOKTOMMU ITPY ITIEPBUYHOI M-
MYHHOI TPOMBOIIMTONEHW:

1) TPOMGOITUTOTIEH ST C TEMOPPATHUECKIM CHHIPOMOM, PE3UCTEHTHAST
k Tepanuu 'KC;

2) penuanB TPOMOOIIUTOTIEHHUH TTocTe 3aBepiienus gedenus: TKC;

3) oTCcyTCTBUE TIOKA3aHUH (€ YUETOM TOSBJIEHUS arOHUCTOB TPOM-
6OII09THHA);

4) HEBO3MOKHOCTb HA3HAYEHUSI arOHUCTOB TPOMOOIIOITHHA.

6. TEMOOUJIUA A — 9TO:
1) HacsiezICTBEHHOE IOMIHAHTHOE 3260JIEBAHNE, CIETTIEHHOE € X-XPOMO-
COMOT, ¢ AeUITUTOM WJIN MOJIEKYIAPHBIMU aHoMamamu dakropa VIII;
2) HaCJIEICTBEHHOE PeIleCCHBHOE 3200I€BAHIE, CIIENIEHHOE € X-XPOMO-
COMOH, ¢ IePUITITOM TN MOJIEKYJIIPHBIME aHoMasusaMu (axropa VIII;
3) HacJeICTBEHHOE IOMUHAHTHOE 3200JI€BAIIIE, CIIETITIEHHOE € X-XPO-
MOCOMOH, € IePUITITOM MJIN MOJICKYJIIPHBIME aHOMaIuAME (paxkTopa IX;
4) HaCJIE[ICTBEHHOE PellecCHBHOE 3ab0IeBanNe, CIIENIeHHOe ¢ X-XPo-
MOCOMOH, € IePUITITOM TN MOJICKYJIIPHBIME aHOMaIHAME (paxTopa [X.

7. TAKEJION TEMO®UJINN A COOTBETCTBYET AKTUB-
HOCTD ®AKTOPA VIII:

1) <1%;

2) 1-5%;

3) 5-20%;

4) 20-30%;

5) menee 80%.

8. PASJIEJIEHUE TEMO®UJINU A I1O CTEITEHU TAKECTU:

1) xoppesupyeT ¢ 4acToTOi M TSXKECThI0 KPOBOTEUEHNUT;

2) xoppenupyeT ¢ PaKTOM U 4aCTOTON BOBHUKHOBEHUS CITOHTAHHBIX
KPOBOTEUYEHUI];

374



TecToBble 3aaHns

3) KOPPEJHPYET C TSHKECThI0 TeMOPPArniecKoro CHHIPOMA IIPH TPaB-
Max ¥ OTlepaInsx;

4) yTpaumBaeT CBOIO 3HAUNMOCTb IIPU TPaBMaX, OIePaInsX;

5) yTpaumBaet cBoe 3nauenne mpu teparmu VIII hakropom.

9. K KATETOPUU OITACHDBIX JIJI JKMU3HU KPOBOTEYEHNII
[MPUTEMOOUNJINN OTHOCAT KPOBOTEYEHUMA:

1) B MBIIIIIBI/CYCTaBLL,

2) B IIEHTPAJIbHYTO HEPBHYIO CHCTEMY;

3) U3 KeTyTOUHO-KUIIETHOTO TPAKTa;

4) B 30HE «II1€ST/TOPJIOY;

5) ¢ rematypueil.

10. HAJIMYUE UHTUBUTOPA ®AKTOPA VIII B KOJIMYECTBE
1 BE (BETE3/IA EJMHUIIA) Y BOJIbHOTO C TEMO®UINEN A
O3HAYAET:

1) mefirpanuszarnuio 50% dhakrtopa B HOpMAJIbHOII T1/1a3Me;

2) nefirpanuzaiuio 10% daxTopa B HOpMaJIbHON ILJIA3ME;

3) «BBICOKOpEATUPYIONINIT» MAIIEHT;

4) «HU3KOpearupyoIuii> ManueHT;

5) BbIpaboTKa MHTHOUTOPA MOKET HOCHTH CKOPOTEUHBIN XapakKTep.

11. HEJIb [IPOOUJIAKTMYECKOI'O JIEHEHUA TEMOOUJINU:
1) ocTranoBka BO3HUKIINX KPOBOU3IUAHUI/KPOBOTCUCHHII;
2) nopepskanue ypoBHsi (haktopa ceprhiBams >20%;
3) nepeBoI TSKEIOH reMO(MUINN B CPeTHETSKEIYIO ¢ YPOBHEM iehu-
IUTHOTO (hakTopa >2%, a B HEKOTOPBIX CJIydasix — B JIETKYIO >5%.

12. OITUMAJIBHBIN PEXKUM HPODUTAKTUYECKOTO JIE-
YEHUA TEMODUNJINUN:

1) mpoTokoJ1 BeICOKOL03HOTO BBeseHust 25—40 ME /KT KoHIleHTpaTa
(baxTOpa cBEpTLIBAHUA TPU pasa B HEJEJIIO TPU reMOUINT A 1 /iBa pasa
B HezledMo pu reModuimn B;

2) IIPOTOKOJT TIPOMEKYTOUHBIX /103 15—-25 ME/Kr /1Ba pasa B Hezelo;

3) IPOTOKOJI C ACKaJIAINEl 103;

4) Het OOIIENPUZHAHHOTO OIITUMAJIBHOTO PEKIMA, BCE TTOIXO0/IbI BO3-
MO’KHBL

13. AJIA BOJIESHU BUJIJIEBPAH/IA (BB) XAPAKTEPHO:
1) meTexnasbHO-TIATHUCTHIN UK CMETIAHHBIN TUT TEMOPPArnYeCcKOro
CUH/IPOMA;
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2) TeMaTOMHBIN THIT TEMOPPArmuecKOro CUHPOMA;

3) 6oJIeI0T MY KUMHBI U JKEHIIMHBI;

4) 6OJIEIOT TONIBKO KEHIIUHB;

5) MEPBBIM MIPOSIBJIEHUEM FeMOPPArHueCKOro CUHAPOMA YaCTO CTAHO-
BUTCS TSKEJIOE KPOBOTEUEHME TIPU OKCTPAKIIK 3y0a.

14. OCTPBIN IBC-CUH/IPOM HANBOJEE YACTO BO3HU-
KAET:

1) kaKk naroNaTUYeCKHii MpoIiecc;

2) npu uHdeKNMUAX, BKIOYAs IPaMOTPHUIATEIBHBIHN, TPAMIIOIOXKH-
TeJIbHBII CETICHC, BUPYCHbIe NHMEKIINH, MAJSIPIIO, GPIONIHOI T, M-
KO3BI;

3) 1pu aKyIepCKUX OCI0KHEHHSIX: PA3PBIB IJTAIIEHTBI, 9MOOJIHST OKO-
JIOTJIOJTHBIMU BOJIAMH, 9KJIAMIICH, OTCJIONKA IJIAI[eHTDI, CEITHYeCKHe 0C-
JIOJKHEHUsT abopTa;

4) 1Ipu TSKEJIOi TpaBMe, 0COOEHHO IOJIOBBI, CHHIPOME CIABJICHS
TKaHel,;

5) [pU OIyX0JIeBbIX 3200JICBAHUSIX.

15. IPUYNHDBI XPOHUYECKOTO IBC-CUH/IPOMA:
1) 3MenHbIN YKYC;
2) xpoHuyeckue 3a60JeBaHuUs JIETKUX, OYCK;
3) arepockiepos;
4) caxapmbiii iuaber;
5) OIyXOJIN.

16. IJMATHOCTNYECKUE KPUTEPUIN OCTPOTO ABC-CUH/I-
POMA:

1) cHIKeHIEe KOJMYIeCTBAa TPOMOOIIUTOB /10 €MHUYHDIX;

2) noBbleHke KoHIeHTpanuy GuOpUHOreHa;

3) cumkenue KoHIeHTpaIy GubpuHOTeHa;

4) moBbIIIIeHNe KoHIeHTpaun D-1nmepa;

3) IIpHUCYTCTBUE B Ma3Ke Teprudepruueckoii KPOBU MIU30IUTOB.

17. IMATHOCTNYECKUNE KPUTEPNU XPOHUYECKOTO ABC-
CUH/IPOMA:

1) HOpMaIbHOE KOJIMYECTBO TPOMOOIHTOB;

2) nopmansnoe un yamuaennoe [ITB, AYTB, TB;

3) noBbIIeHIe KOHIIEHTpanui GuOpIHOTreHa;

4) moBbIIIIeHNe KoHIeHTpaun D-1nmepa;

3) IIpHUCYTCTBUE B Ma3Ke Teprudepruueckoii KPOBU MIU30IUTOB.
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18. OCHOBHbIE KOMITIOHEHTDBI TEPAIINU /IBC:
1) sieyerre OCHOBHOTO 3a00JI€BAHIS;
2) C311;
3) remapuy;
4) TpaHcdys3ur TpPOMOOMACCHL;
5) nepesuBanust M.

TecToBbIe 3agaHus K rnase 9

1. MYTAILIA TEHA JAK2 TPOABJIAET CEBA OEHOTUITIAMU
3ABOJIEBAHUIL:

1) XxpoHuueckuii MUEJIONENKO3;

2) mepBUYHBIT MIeT0GUOPO3;

3) uCTUHHAS TOJUITUTEMUS;

4) scceHTMaTbHAST TPOMOOIITEMST,

5) MacTOLUTO3.

2. XUMEPHBII TEH BCR/ABL1 IIPOSABJIAET CEBI ®EHOTH-
ITOM 3ABOJIEBAHUA:

1) XxpoHuueckuii MUEJOIENKO3;

2) mepBUYHBIH MIeT0GUOPO3;

3) uCTUHHAS TOJUITUTEMUS;

4) scceHTMaTbHAST TPOMOOIITEMST,

5) MacTOILUTO3.

3. XPOHMYECKUI1 MUEJIOJIEMKO3 YCTAHABJ/IMBAIOT ITPU
BBISIBJIEHIY £(9;22)(q34;q11) METO/IOM CTAH/IAPTHOT I11-
TOTEHETUKHN B METADA3HDBIX ITJTACTIHKAX:

1) B mo6oM mporieHTe MeTahas;

2) 6osiee uem B 50% Meradas;

3) 60siee yem B 90% metadas;

4) B 95% metadas u GoJee.

4. IJII XPOHUYECKOI'O MUEJIOJIEMKO3A BXPOHUYECKOM
DA3E BOJIE3SHU XAPAKTEPHO:

1) Hb 85 /1, WBC 100,0x10°/1, 61actoB 15%, IpoMuesionuTos 5%,
M/11 15%, 1oubix 10%, mamouek 5%, cerMeHTOsiIepHbIX 15%, 503MHOMUIOB
5%, 6azodunos 20%, mmborutos 4%, monouutos 6%, PLT 100,0x10°/x;

2) pasmep cesrezenku 1o Y 31 180x100 mm;

3) pasmep cesesenku 1o Y 31 120x50 mm;
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4) mamdoaseHonaThs MelHbIX, AaKCUJLISPHBIX JUM(BOY3JI0B;

5) Hb 125 r/n, WBC 100,0x10° /21, 6;actos 1%, mpomMmuenonuTos 5%,
M/1115%, 'oHbIX 15%, masouek 15%, cerMeHTOsiIePHBIX 35%, 203MHOMIIOB
4%, 6azodusos 5%, mumdonuTos 4%, morountos 1%, PLT 400,0x10° /1.

5. CTAHJIAPT JIEYEHW BITEPBBIE BbISIBJEHHOT'O XPOHU-
YECKOI'O MUEJIOJIEMKO3A B XPOHUYECKOI1 ®A3E B CO-
OTBETCTBUU C PEKOMEHIAIIMAMMN ELN (2009):

1) rugpokcurapbamuy B gose 1,0—4,0 r B cyTKu;

2) rnmusex 400 mMr/cyT;

3) rmuBek 600 mMr/cyT;

4) tacurna 800 mr/cyT;

5) cmpaiicesr 100 mMr/cyT.

6. KPUTEPUU ITOJTHOTO TEMATOJIOTMYECKOTO OTBETA XPO-
HWYECKOTO MUEJIOJIEMKO3A ITPY JIEYUEHVIU [JINBEKOM:

1) WBC <10x10°/1; B stelikorurapHoii ¢popmyJie HET MUEIOIKNTOB,
[POMUEJIOIUTOB, MUEIOBIIACTOB;

2) 6azoduos <5%;

3) PLT <450x10°/m;

4) PLT <600x10°/;

5) cesie3éHKaA He MATBIINPYETCSI.

7. IJIA TIPEOUBPOTUYECKOM MA3BI TEPBUYHOT'O MUEJIO-
OUBPO3A XAPAKTEPHO:

1) runepkIeTOYHBIN KOCTHBIN MO3T TI0 MUEJIOTPaMME;

2) IUTNOKJIETOYHBIN KOCTHBIN MO3T 110 MUEJIOTPAMME;

3) OTCYTCTBUE WJIN MUHUMATBHBIN PETUKYIHHOBDII (HHOPO3 110 Tpe-
TaHOOMOIICUHL;

4) BBIPQKEHHBIN PETHKYTMHOBBIN FJTH KOJIJIAT€HOBbIH (hrnhpo3 B KOC-
THOM MO3T€ 110 TPEaHOOHOTICHY;

3) OCTEOMHEJIOCKIIEPO3 IO TPEMaHOOHOICHH.

8. 1JIA ®UBPOTNYECKO MA3BI ITEPBUYHOTO MUEJTODIB-
PO3A XAPAKTEPHO:

1) runepkIeTOYHBII KOCTHBIN MO3T TI0 MUEJIOTPaMME;

2) IUTNOKJIETOYHBIN KOCTHBIN MO3T 110 MUEJIOTPAMME;

3) OTCYTCTBUE WJIN MUHUMATBHBIN PETUKYIHHOBDII (GHOPO3 110 Tpe-
TaHOOMOIICUH;

4) BBIPQKEHHBIN PETHKYTMHOBBIN HJTH KOJIJIAT€HOBBIH (hrnhpPo3 B KOC-
THOM MO3T€ 110 TPEaHOOUOTICHY;
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3) 0CTEOMUETOCKIIEPO3 TIO TPEMTAHOOHOTICHT.

9. TMAPOKCUKAPGAMU/L ITPN ITEPBUYHOM MUEJIODUBL-
PO3E HASHAYAIOT:

1) cpasy 1ocJie yCTaHOBJIEHHS JINarHO3a;

2) 1Ipu HAIMYNK BBIPA’KEHHBIX 9KCTPAMETyJIIIPHBIX 04aroB KpoBe-
TBOPEHMS, CIVICHO- U IeIIaTOMETaJINH;

3) pu rpombormTosze >1000,0x10°/71 B coueTaHM ¢ BBICOKUM PHCKOM
TPOMOOTHYECKUX OCJIOKHEHUT;

4) ipu TpombormTose >450,0x10° /1.

10. OTJIMYUTEJBbHAA OCOBEHHOCTDb TEMOITO33A I1PU 1C-
TUHHOW HOJNITATEMUU:

1) cioco6HOCTH 06PA3OBBIBATH APUTPOUIHBIE KOJIOHUY B OTCYTCTBUE
9K30TEHHOTO HPUTPOIIOITHHA,;

2) c11ocobHOCTb 0OPA30BLIBATH IPUTPOUAHBIE KOJIOHUU [TPU BO3/IELiC-
TBUM 9K30T€HHOTO 3PUTPOINIOITHHA;

3) TUTIOKJIETOUHBII KOCTHBIN MO3T;

4) OTCyTCTBUE M MUHUMAJBHbBINA PETUKYJIMHOBBIH (hHOPO3;

5) BbIPKEHHbIN PETUKYINHOBBII MU KOJLIIAreHOBbII (hUOPO3 B KOC-
THOM MO3Te.

11. ITIPUYNHBI PEAKTUBHOT'O TPOMBOIINTO3A:

1) xponmueckue HenHGEKIMOHHBIE BOCTIAJINTEIbHbIE TIPOIIECCH;

2) ocTpast mim XpoHUYeCcKast HHMEKINS;

3) 1epro/; BOCCTAHOBJIEHHSI TI0CJIE YIOTPEOIeHNST AlIKOT0JIsT NN TO-
JIOJIAHUS;

4) oxxupenue;

5) nedunuT Keyresa B OpraHuaMe.

12. TPOMBOILIUTO3 BOJIEE 450,0 ThIC./MKJI MOXET UMETD
MECTO:

1) B IocJI€0TIEPAIINOHHOM TIEPHOJIE;

2) 1pu 3JI0KA4eCTBEHHBIX HOBOOOPA30BAHUSIX;

3) 1ocJIe CIIIEH3KTOMUY;

4) nipu /IBC-cunnpowme;

5) TIpHEeMe JIe3arperaHToB.

13. KPUTEPUU DCCEHIIMAJIBHOM TPOMBOIIUTEMUM (BO3,
2008):
1) mumrenbHblil TpoMGoIIMTO3 >450,0%10° /715
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2) 10 IaHHBIM GUOTICHU KOCTHOTO MO3Ta MOBBINIEHNE KOJTUIECTBA
KPYITHBIX, 3PEJIBIX METAKAPUOIIUTOB 63 3HAYMTEIbHON TPaHyJIOIUTAPHOI
1 3PUTPOKAPHUOIUTAPHO TTpoudepaIuy;

3) Mo gaHHBIM GMOIICMU KOCTHOTO MO3Ta TIOBBIIIEHIE KOJMYECTBA
KPYTTHBIX, 3PEJIBIX METAKAPUOIUTOB B COUCTAHUN C TPAHYIOIUTAPHON 1
PUTPOKAPUOIIUTAPHON TTpoHdepaIner;

4) orcyrcreue BO3-kpurepues UII, IIM®, XMJI BCRABL1+ win
M/IC uut ipyroro MUEIOUIHOTO HOBOOOPA30BAHNST,

5) nmoxrBepskaenne JAK2 V617F mytaiuu Wi IPyTUX KJIOHATbHBIX
MapKepoB.

TecToBbIe 3agaHus K rmase 10

1. MUHUMAJIBHBIE ITUATHOCTUYECKNE KPUTEPUU M/IC
(BO3, 2008):

1) 10% 1 6onee KnETOK, O KpaiiHel Mepe, OAHON MUEJIOMIHON IMHAN
C OTYETJIUBBIMU MTPU3HAKAME MOPMOIOrHMUECKOI AUCIIIIA3UU KPOBETBO-
peHTS;

2) UCKJIIOYEHBI BCE IPYTUE MTPUYNHBI BTOPUYHON UJIN TPAH3UTOPHOI
(TIpexozsIIeit) TUCTIIA3WH;

3) yCTaHOBJIEHBI TPUYMHBI IUCTLIA3UI KPOBETBOPEHUS;

4) TIpeIIeCTBYIONIIH aHAMHe3 TePalii INTOCTAaTHKAMH;

5) HAJIMYKe XapaKTEPHDIX IIUTOTEHETUYECKUX AaHOMAJIUI [TPU yCTOM-
YUBOH pedpakTEPHOT ITUTOMEHUH, HO HEYOETUTENbHBIX IHATHOCTUIECKIX
MOPdOJIOTUYECKUX TPU3HAKAX JAMCILIA3UH.

2. KHAVUBOJIEE YACTBIM BAPMAHTAM M/IC OTHOCATCA:
1) pedpaxrepHast MUTONEHNS C OJHOJTUHEITHON TUCTIIIA3UEH;
2) pedpakTepHasi aHeMUsI € KOJIBIIEBUIHBIMU CUAEPOOIACTAMI;
3) pedpaxrepHasg MATONEHNS ¢ MYJIBTHIMHEIHON AUCILIa3nel;
4) pedpakrepHas aHeMus ¢ U3OBITKOM OJIACTOB;
3) HekJaccuGUIMPYeMbIil BApUAHT.

3. JUATHOCTUYECKUE KPUTEPUUN M/IC: PEOPAKTEPHAA
AHEMUVA C U3BbITKOM BJIACTOB (THUII 1):

1) nmuronenus B mepudepuuecKoii KpoBM 0HOI 1 GoJiee JTNHWIT,

2) MeHee 5% 6J1acTOB B JIEHKOIMTapHOIT (hopMmy.ie;

3) ofiHO- NI MYJTBTUTUHENHAS UCTIIA3Usd B KOCTHOM MO3TE;

4) 5-9% GacToB 6e3 manouek Ayspa B KOCTHOM MO3TE;
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5) 10—-19% 67acTOB B KOCTHOM MO3Te, TTAJIOUKH Ayapaz.

4. JTMATHOCTUYECKUE KPUTEPUIN M/IC: PEOPAKTEPHASA
AHEMUA C U3BbITKOM BJIACTOB (THUII 2):

1) nuTonenus B nepudepuyeckoil KpoBU OJHON 1 OoJiee JIMHMIA

2) mMenee 5% 61acTOB B IEHKOIMTapHOiT hopMy.Ie;

3) oiHO- WM MYJIBTUTMHEITHAS AVCIIIA31s. B KOCTHOM MO3TE;

4) 5-9% GacToB 6e3 namouek Ayapa;

5) 10—-19% 67acTOB B KOCTHOM MO3Te, TTAJIOUKH Ayapaz.

5.METO/I JEUEHN, TO3BOJJIONNIN CYIIECTBEHHO
YBEJIMYUTD ITPOAOJIZKUTEJIbBHOCTD JKU3HU BOJIbHbBIX
M/IC:

1) ne paspaboram;

2) amnorennast TTCK;

3) 3aMecTuTeIbHAS TEPAITNs KOMIIOHEHTAaMU KPOBH;

4) mporpammuast X T, TpafiuIimoHHast 7T OCTPBIX JIEHKO30B;

5) Tpernaparsl AMUTeHETUYECKO TePaITi, TUTTOMETHINPYIOIIHE areH-
ThI (ZeruTabuH, 5-a30IUTUINH).

TecToBble 3agaHus K rnase 11

1. OCTPBIN JIEMKO3 — 9TO HOBOOBPA3OBAHUE:
1) remomoaTIYeCcKOI TKAHU WM JINM(ONAHON TKAHN;
2) ¢ IepBUYHBIM [IOPAKEHNEM KOCTHOTO MO3T3;
3) ¢ TepBUYHBIM MOpaskeHNEM BHE KOCTHOTO MO3Ta;
4) ¢ MmopdosiornyeckuM cy6CTPaToOM 13 OIACTHBIX KJIETOK;
5) ¢ MOPGOTOTHIECKUM CYyOCTPATOM U3 3PEJIBIX KIETOK.

2. KIMHUYECKUE ITPOABJEHNSA OCTPOTO JIEMKO3A:

1) creruduyHbl B CBSI3U ¢ MHOr00OpasneM MOP(OJIOTHUECKUX, HM-
MYHOJIOTUYECKUX ¥ MOJIEKYISIPHO-TEHETHYECKNUX BAPHAHTOB;

2) MasoctenuuIHbI, HECMOTPS Ha MHOTO0Opasne Mopoiornyec-
KUX, IMMYHOJIOTHYECKIX W MOJIEKYISIPHO-TEHETHYECKIX BApHAHTOB;

3) 06y CII0BIEHBI HEIOCTATOYHOCTHIO KOCTHOMO3TOBOTO KPOBETBOPE-
HIA B Pe3yJIbTaTe OMyX0JeBOH MeTAIIa3ii TeMOTTO3TUYEeCKON TKaHT;

4) 06yCIIOBIIEHBI HEIOCTATOYHOCTHIO KOCTHOMO3TOBOTO KPOBETBOPE-
HIA B Pe3yJIbTaTe INUCIITa3ui KPOBETBOPEHNS;

5) BKJIIOUAIOT MMPU3HAKH OIYyX0JEBOTO POCTA B OPTAHU3ME.
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3. USMEHEHUA B KNIMHNYECKOM AHAJIM3E KPOBMH, TPE-
BYIOIINE NCKJIIOYEHNA OCTPOI'O JIEMKO3A:

1) anemwust;

2) anemus 1 HEUTPOIICHNUS;

3) aHeMust ¥ TPOMOOTIUTOTIEHVIST;

4) bnacremust,

5) abCOIOTHBIN TMMQOIUTOS.

4. TUTIEPYPUKEMUS TP OCTPOM JIEMIKO3E:
1) xapakTepHa /7151 CJIydaeB € TUTIEPJIEHKOIIUTO30M;
2) He XapaKTepHa;
3) Habaogaercst Beeraa;
4) acconuupoBana ¢ HapyIeHueM (QOYyHKIUH OYEK;
5) accoruupoBaHa ¢ HapylieHueM (PyHKIINY eYeH .

5. KIMHUYECKUE ITPOABJIEHVA, XAPAKTEPHDIE J1JId J1E-
BIOTA OCTPOTO JIEMKO3A:

1) Hb 85 r/n, WBC 100,0x10° /1, 6;mactos 15%, mpomuenonuTos 5%,
muesonuToB 15%, oHbix 10%, MagI0uKosIepHBIX 5%, CETMEHTOSEPHBIX
HelTpoduios 15%, s03unodunos 5%, 6azoduios 20%, mumdoruros 4%,
monomuToB 6%, PLT 100,0x10°/1;

2) cenesenka 240x120 mm;

3) mumdoaieHonaTHs BCeX TPYIIT ieprepruiecKux JTUMMOY3JI0B;

4) Hb 85 /1, WBC 5,0x10° /11, 6:1actoB 35%, cerMeHTOS,IEPHBIX Hell-
tpoduiios 15%, mumbonntos 46%, MorouToB 4%, PLT 60x10°/1;

5) A3BEHHO-HEKPOTUIECCKUIN CTOMATHT.

6. IOHATUE «3KCTPAME/IYJIJIAPHAS JIENKEMW > IIPU OC-
TPOM JIEMKO3E O3HAYAET:

1) obHapyskenue GJIACTHBIX KJIETOK B KOCTHOM MO3re (110 MUeJo-
rpamme) 6oree 20%;

2) obHapy:keHue GJACTHBIX KJIETOK B repudepryecKoil KPOBH B JI0-
6GOM KOJTMYECTRBE;

3) mumdboaieHoTaTHS;

4) cruieHo-, reraroMerams;

5) GractHas MHGUIBTPAIIKS JTIOOBIX OPTAaHOB ¥ TKaHel OpraHusMa.

7. ABCOJIIOTHBIM KPUTEPUMN JJUATHOCTUKN OCTPOTO
JIEMKO3A:

1) 61acTHBIX KJIETOK B KOCTHOM Moare (110 Muesorpamme) Oosee
20%;
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2) obHapy:keHre 6IACTHBIX KIETOK B EPH(ePUIecKOil KPOBH B JTI0-
GOM KOJINYECTBE;

3) 61aCTHBIX KJIETOK B KOCTHOM MO3Te (110 Muesiorpamme ) MeHee 20%
[PU HATUYUH CIeIU(DUIECKUX IIUTOTEHETUIECKUX AHOMAJIIIT KAPUOTHUIIA;

4) 6yacTHBIX KJIETOK B KOCTHOM MO3Te (110 Muesiorpamme) Gosee 50%;

5) GuacTHast HHOUIBTPALU JIOOOr0 OpraHa UK TKAaHU OPraHu3Ma.

8. OCTPBIN JIBC-CUH/IPOM XAPAKTEPEH /I JEBIOTA OC-
TPOI'O JIEIKO3A:
1) mo6oro Tuiia;
2) ¢ MuenobaacTHON g hePEHITMPOBKON OIACTHBIX KJIETOK;
3) ¢ mpomuestonnTapHoi AudGepeHIMPOBKON GJIACTHBIX KJIETOK;
4) n3 6J1aCTOB ¢ IPU3HAKAMH MIPE/INECTBEHHUKOB B-KI€TOK;
5) u3 6JIaCTOB C IPUBHAKAMU [IPEIIECTBEHHUKOB T-KJIETOK.

9. TUITEPIIJIACTUYECKHWI TMHIUBUT XAPAKTEPEH JIJ14 JIE-
BIOTA OCTPOTI'O JIEMTKO3A:

1) mo6oro Tuia;

2) ¢ MEEJIOMOHOOJIACTHOI, MOHOBIACTHON A depeHIInpOBKOii bac-
THBIX KJIETOK;

3) ¢ mpomwmeonuTapHON MM hEPEHITMPOBKON OIACTHBIX KJIETOK;

4) 13 6J1IACTOB € IPUBHAKAMHU [IPEIIECTBEHHUKOB B-KJIeTOK;

5) 13 6JIACTOB € TIPU3HAKAMHE TIPE/IIIECTBEHHNKOB T-KJIETOK.

10. OIYXOJIEBBIN POCT B CPEJJOCTEHNN XAPAKTEPEH /IS
JIEBIOTA OCTPOTO JIEMIKO3A:
1) yoboro Tua;
2) ¢ MuesoMoHOOIacTHON AN dHePEeHINPOBKOI GIaCTHBIX KIETOK;
3) ¢ mpomwmeonuTapHON M hEPEHITMPOBKON OIACTHBIX KJIETOK;
4) 13 6J1IACTOB C IPUBHAKAMHU [IPEIIECTBEHHUKOB B-KJIeTOK;
5) 13 6JIACTOB C TIPU3HAKAMHE TIPE/IIIECTBEHHNKOB T-KJIETOK.

11. KPUTEPUU TEMATOJIOTUYECKOM PEMUCCUU OCTPOTO
JEMKO3A:
1) orcyrcrBue 61aCTOB B epudepryeckoiil KpoBy;
2) 6J1aCTO3 KOCTHOTO MO3T'a 10 JIAHHBIM MUEJIOTPAMMbBI MEHBIIIE 5% [TPH
HAJINYUK KJIETOK BCEX JIMHUIT KPOBETBOPEHMUSI C IIPU3HAKAMY BHI3PEBAHIS;
3) Hb >100 r /1, neiikornmros >1,5x10° /1, tpomGonros >100,0x10°/;
4) OTCYTCTBUE 9KCTPAMELYLIAPHBIX 04aroB JIEHKEMUYECKOTO POCTa;
5) oTCyTCTBYE HOTPEGHOCTU B POTHBOOIIYXO0JIEBOI U COIPOBOAU-
TeJIbHOU TepaIiiL.
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12. PAHHA4 JIETAJIBHOCTD IIPU OCTPOM JIEMKO3E — 3TO
CMEPTDB BOJIbHOTO B IIEP1O/I:

1) 1o ycTanoBIeHUs TUAarHO3a;

2) 1o Havyasia XUMHUOTEPATTH;

3) I, Il kypca XuMHOTEpAITN;

4) IepBOro TO/1a JIEYEHUSI.

13. IEPBUYHAS PE3SVCTEHTHOCTD IIPU OCTPOM JIEMKO-
3E —39TO OTCYTCTBHUE:

1) oTBeTa Ha 3aMECTUTENbHYIO TEPATTHIO KOMITOHEHTAMH KPOBH;

2) TeMaTOoJIOTUYECKO peMuccuu mocJie I Kypca MHAYKITMOHHON XH-
MUOTEpPAIINY;

3) remaToJsiornveckoii pemuccuu ocye 11 Kypca HHAYKITMOHHOT X1 -
MUOTEpPAIINY;

4) TeMaToJIOTHYECKOH PeMUCCHH B TedeHHe | roga XuMuoTepanny;

3) cMepTh B 1ieprozt I Kypca MHIYKIIMOHHOM XUMHOTEPAITUH.

14. KOPPEKIIMS TSAKEJIBIX HAPYIIEHWI OYHKIIUN KPO-
BETBOPEHU ITPU TEYEHUU OCTPOTO JIEMKO3A BKJIIO-
YAET:

1) TpaHcdysur spuTpoLUTAPHON Macchl ¢ osbimennem Hb go 80—
100 r/m;

2) maznavyenue pIIIO;

3) Tpancdysun TPOMOOKOHIIEHTPATA JJIsl KYIIMPOBAHUSI TeMOPpa-
TUYECKOTO CUHPOMA U TIO/IIEPKAHIST YPOBHST TPOMOOITTOB B TIPE/Iesax
20,0-50,0x10°/u;

4) TpaHcdy3un JENKOMaCCHI;

) B CIIydasix pa3BUTHSI HAPYIIEHHI KOaryJIsiIiMOHHOTO reMoctasa, /IBC-
CUH/IpOMa — Ha3HavyeHune cBeskesamMoposkeHHoi masmbl (C31T) 10 mu/kr B
CYTKH.

15. TIPOOUJIAKTUKA HEUTPOIIEHUYECKUX OCJOKHEHU A
[IPU JIEYEHUU OCTPOTO JIEMKO3A BKJIIOYAET:

1) uzousio 60JbHOIO;

2) rurneHy Ko, HOJIOCTH PTa, IPOMEKHOCTH;

3) crepusuzanuio muiu (ynorpebieHue MUy, HPOIIeieil TepMu-
4ecKyio 06paboTKy);

4) mporIaKTHYECKOe MCTIOMB30BAHNE AHTUMUKOTUKOB ((DJIIOKOHA30,
TMI030KOHA30JT) B CJIy9astX O3KUIAEMOTO TIepro/ia HeliTporernn Gosee 14 mmeit;

5) npodUIAKTHYECKOE HA3HAYEHUE CUCTEMHBIX AHTUOMOTUKOB B CJIy-
Yasx OJKMIAEMOTO0 Ileprozia Helirporienun 6osee 14 rreit.
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TecTOBbLIe 3apaHuA K rnase 12

1. HAMBOJIEE YACTOW PA3HOBU/IHOCTBHIO HEXO/[P)KKINH-
CKUX JIMM®D®OM ABJIAIOTC:

1) mamonHbie HOBOOOPA30BaHUS U3 KJIETOK-TIPE/IECTBEHHIKOB;

2) 3pesble B-kieTounbie HOBOOOPAa3OBAHMUSI;

3) 3pespie T-KI€TOUHBIE HOBOOOPA30BAHIS;

4) acconMupoBaHHble ¢ IMMYHOAEPHUIIUTOM JUMMOUIHbIE HOBOOO-
pasoBaHM:.

2. BBABICUMOCTN OT MECTA IEPBUYHOM JIOKAJTU3AIINN
OITYXOJIEBOTO POCTA 3PEJTOKJETOYHbBIE JTUM®OU/IHBIE
HOBOOBPA3SOBAHUA ITOAPA3AEJIAIOT:

1) Ha HOna/IbHBIE;

2) nefikeMIYeCcKNe;

3) AKCTPaHO/IAJIbHBIE;

4) MemyIApHBIE;

5) aKCTpaMe Ly IISIPHBIE.

3. I AEBIOTA TEMKEMIYECKOTO BAPUAHTA 3PEJTOKJIE-
TOYHBIX JUM®ONHBIX HOBOOBPA3OBAHUNI HAYAJIb-
HBIX CTAJINI XAPAKTEPHO:

1) nefiko1To3 ¢ O6HAPYKEHNEM OTTYXOJEBBIX KJIETOK B Meprdepu-
YeCKOil KPOBH;

2) mumboaieHoTTaTHs OJTHOM-TPEX 30H;

3) renepasm3oBaHHast IMMGbOAIEHOTIATHS, CIITIEHO-, TeTTaTOMeTaJIHsT;

4) TiToTIeHUsT B TieprdepuIecKoil KpOBH, 0OYCIOBIEHHAST TTOpasKe-
HUEeM KOCTHOTO MO3Ta;

3) nuToreHus B iepudepnyeckoil KPOBH Ay TOMMMYHHOTO TreHe3a.

4. 1JIA TEBIOTA HOJIAJIbHOTO BAPUAHTA 3PEJIOKJIETOY-
HOTO JINM®OUIHOTO HOBOOBPA3OBAHIMA HAYAJIbHBIX
CTAJINN XAPAKTEPHO:

1) JefikoITo3 ¢ 06HAPYKEHUEM OITYXOJIEBBIX KJIETOK B nepudepu-
YeCKOil KPOBH;

2) mumboaseHOTaTHs OJTHOM-TPEX 30H;

3) rerepanm3oBantast TUMGOAIEHOMATH, CTIEHO-, TETTATOMETAJIHST;

4) yBesinueHue (+TKaHb) B HeJTUM(OUTHOM OpraHe;

3) IUTOTIEHNST B TIepuepuIeckoit KpoBU, 0OYCIOBIEHHAS TTOpaKe-
HUEM KOCTHOTO MO3Ta.
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5. 171 NEBIOTA 9KCTPAHO/JIAJIBHOT'O BAPUAHTA 3PE-
JIOKJIETOYHOTO JINMO®ONAHOTO HOBOOBPASOBAHUA
HAYAJBHBIX CTAIWI XAPAKTEPHO:

1) JefiKoIUTO3 ¢ OGHAPYKEHUEM OITYXOJIEBBIX KJIETOK B nepudepu-
YecKOU KPOBH;

2) mumboaneHonaTH OHOH-TPeX 30H;

3) reHepasm3oBaHHAS TUMDOAICHONATIS, CIITIEHO-, TeTTaTOMET A,

4) yBemmuenue (+TKaHb) B HETUMGBOUTHOM OpraHe;

5) UTOTIEHUST B TIepudepudeckoil KpoBU, 0OyCIOBIEHHAsT TOpaKe-
HUEM KOCTHOTO MO3Ta.

6. UMMYHOAEOUIINTHDBIE ITPOABJJIEHWA ITPUN 3PEJTOKJIE-
TOYHDBIX ITMMOON/HBIX HOBOOGPASOBAHUAX:

1) TMIOUMMYHOTJIOOYIMHEMYISE C HAPYIIEHUSIMU IPOTUBOMUKPOOHON
3AINTEL

2) ayTOMMMYHHbIE OCJIOKHEHUS U 3a00J1eBaHs;

3) TMostBJIEHNE «BTOPHIX» OIYXOJIE;

4) mporpeccupyioliee MOXy/aHue;

5) KOKHBIN 3Y/I.

7. HO3OJIOTUYECKUI JUATHO3 TMM®O®OUNJHOTO HOBO-
OBPA3OBAHUA YCTAHABJIMBAIOT HA OCHOBAHUWU KJIAC-
CUDUKAIINUN:

1) BO3, 2008;

2) dun Apbop;

3) MexyHapoaHblii TPOrHOCTUYECKUI MH/IEKC;

4) Rai;

5) Binet.

8. CTAIVNIO JIUMOOUIHOTO HOBOOBPA3SOBAHUA YCTA-
HABJIMBAIOT HA OCHOBAHUNU KJIACCUDUKAITNIA:

1) BO3, 2008;

2) dun Apbop;

3) MesxyHapoaHblii TPOrHOCTUYECKUT MH/IEKC;

4) Rai;

5) Binet.

9. UBMEHEHNY B KJIMHUYECKOM AHAJIN3E KPOBU, TPE-
BYIOIIUE UCKJIIOUEHWS B-KJIETOUYHOTO XPOHUYECKOTO
JIMM®DOJENKO3A:

1) Hb 118 /15
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2) Hb 118 r/x1, PLT 100x10°/u1;

3) Hb 80 /11, abcomoTHoe KosmuecTBo Hedirpoduaos 1,5x10° /i

4) WBC 5,0x10° /11, 6actos 10%, neiirpoduios 20%, mmdormros 70%;

5) WBC 25,0x10° /1, zeiitpoduios 20%, sumboriutoB 78%, MOHO-
uToB 2%.

10. ABCOJIIOTHDBIN TUATHOCTUYECKWY KPUTEPUI B-KJIE-
TOYHOTO XPOHUYECKOTO JIUM®OJIENKO3A:

1) abcomoTHbIil uMboLnTO3 B epudeprdyeckoii kposu 6oee 5,0
TBIC./MKJ;

2) muMmdoIMTo3 KOCTHOTO Mo3Ta 6oJiee 30%;

3) nummynodenoTun onyxosaeBbix kietok CD5+, CD19+, CD20+,
CD23+;

4) umMyHO(GEHOTHT 0MyXx0JeBbiX KieTok CD5+, CD19+, CD20+,
CD23-, Ki67 50%;

5) abcooTHBIH TMMQOIUTO3 B KPOBH, JTMM(BOaseHonaTus mepude-
pUUYECKUX JTUMMPATUIECKUX Y3JI0B, CIIEHOMETAJIHS.

11. HOKA3AHUA K HAUAJIY ITIPOTUBOOIIYXOJIEBOM TEPA-
[IUU B-KJIETOYHOTI'O XPOHUYECKOTO JINM®OJIEMKO3A:
1) HaTmuve O3/IHEN CTAIUM;
2) HaTMuMe BBIPAKEHHBIX CUMITTOMOB UHTOKCUKAITUM;
3) J00bIe U TONECHIH;
4) CUMIITOMBI CIABJICHUST;
5) ayTOMMMYHHbIE IIUTONEHNH, He Toaaaronrecs tepamnun ['KC.

12. VI KIMHUYECKUX ITPOABJIEHNT BOJTOCATOKJETOY-
HOTO JIEMKO3A XAPAKTEPHBI:

1) aHeMust, TPOMOOIMTOIECHM S, JIEHKOIEHNs ¢ HeUTPOIIeHel B aHa-
Jnze nepudepudeckoil KPOBHU;

2) criIeHOMeTasus;

3) nepucdepudeckast TMMbOaTEHONATUS B BU/Ie KOHTJIOMEPATOB;

4) Hasmare GOMBIMTIX TPAHYJISIPHBIX JTMM(MOIUTOB B Ma3Ke KPOBH;

5) Hasmaue JTUMQOIUTOB ¢ BOJOCKOBBIMY BEIPOCTAMU [IUTOIIA3MBbI
B Ma3Ke KPOBU.

13. ANDODOY3HAA B-KPYITHOKJIIETOYHAA JINMOOMA — 2TO
HOBOOBPA3OBAHUE:

1) camoe yacToe 13 HEXO/PKKUHCKHX JTUMGBOM;

2) u3 B-xireTox (11eHTpobIacTOB U MEHTPOIIUTOB) TEPMUHATHBHOTO
HEHTPA;
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3) n3 KpyIHbIX B-MM}o1ToB repMUHATHBHOTO IIEHTPA;
4) IepBUYHO BO3HUKAOIIee HOMAIbHO,/9KCTPAHOIATIBHO;
3) BO3HUKAIOIIEe B pe3yJibrate TpaHC(HOPMAIIH NH/IOJTEHTHBIX JIM-

om.

14. JUATHOCTUYECKUE KPUTEPUY JTUDDY3HOW B-KPVYII-
HOKJIETOYHO! JINM®OMBI:

1) abcoumoTHbrit uMbonnTo3 B nepudeprdeckoii Kposu Oosee 5,0
TBIC./MKJT;

2) mumboIHTo3 KocTHOro Mosra Gosiee 30%;

3) mumdoameHOMATHS TOO0H 30HBI IOKATU3AIIH TUM(bOUTHON TKa-
Hu;

4) IO TaHHBIM MOP(HOTOTHIECKOTO MCCAEIOBAHNS GHOMITATa OTYXO0-
an — b @y3HbIil UHPUIBTPAT U3 KPYIHBIX KJIETOK C CeTIATOH CTPYKTY-
poii XpoMaTHHa B sIAipe, KPYITHBIMHU HYKJIeoJaM, 6a30(UIbHON IIUTOTT-
JIa3MOT1;

5) UMMYHO(EHOTHUII OILYXOJIEBBIX KJIETOK C sIpKOM aKctpeccueir OJIA,
CD20+.

15. DOJUVINKYJIAPHAA TUMDOOMA — 5TO HOBOOBPA3OBA-
HUE:

1) BTOpOE 10 YacTOTE U3 TPYIIBI HEXOKKIMHCKUX JTUM(OM;

2) u3 B-kieTok (11eHTpo6IaCTOB U [EHTPOIUTOB) (hOILITUKYIISIPHOTO
(TepMHUHATUBHOTIO) IIEHTPA;

3) nepBUYHO BO3HUKAIOIIEe HOJ[AIBbHO/9KCTPAHOIATIBHO;

4) IepBUYHO TOPaskaioliee KOCTHBIN MO3T;

5) BO3HMKaIIee B pe3yJbrare TpaHchopMany GHoJTHKYISPHOIT
TUTIePIIa3uu JIUMGATHIECKOTO y3J1a.

16. MALT-INM®OMA — 5TO HOBOOBPA3OBAHUE:
1) akcTpaHOAAIBbHOE U3 KIETOK MAPTUHAIBHOM 30HB;
2) aKkcTpaHofaibHOe U3 epudepriecknx B-KieToxk;
3) ¢ nanbosiee yacToii mokayuzanueii B ITHC;
4) ¢ manboJiee 4aCTOMN JIOKATUBAIIEN B JKEJTYIKE;
5) acconuuposantoe ¢ Helicobacter pylori.

17. UBMEHEHUA B KIMHNYECKOM AHAJIM3E KPOBU, TPE-
BYIOIIME UCK/IIOYEHVI MHOXECTBEHHO MUEJIOMBI:
1) Hb 110 r/n, COD 60 MM/ y;
2) Hb 130 r/x1, WBC 5,0x10°/a1, PLT 250,0x10° /1, CO3 55 mm/4;
3) Hb 80 r/u1, abcommoTHoe KoanyecTBo HelTpoduios 1,5x10°/1;
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4) WBC 5,0x10°/1, 6;tacroB 10%, Heiirpoduios 20%, muMbOIUTOB
70%;

3) WBC 25,0x10° /71, ueiitpoduiion 20%, sumdboiutos 78%, MOHO-
uuToB 2%.

18. KIMHNUYECKUE CUMIITOMDI, TPEBYIOUINE NCKJIIOYE-
H1SA MHOKXECTBEHHOW MUEJIOMBI:

1) ciaboctb, 60J11 B 06J1ACTH TI03BOHOYHUKA,;

2) crabocth, 6OJIM B «<MEJIKUX> CYCTaBaX KUCTEH, CTOIL;

3) MaTOJIOTUYECKUTT TIEPEJIOM KJIIOYHUIbI;

4) anemusi, 6eJIOK B MOYe, TIOBBIIIEHNE YPOBHSI KPEATHHIHA B KPO-
BU,

3) MHOKECTBEHHbIE OYaru JACCTPYKIMU B KOCTSX 10 JJAHHBIM PEHT-
reHorpadum.

19. JEKAPCTBEHHBIE ITPEITAPATBI B MOHOTEPAIIVN 1 X
KOMBUHAIIVUW, TPUMEHAEMDBIE B TEHEHMI MHOXECT-
BEHHOI1 MUEJIOMBI:

1) paynapabun, nukaodocha, purykcumao,

2) putykcumad;

3) ankepaH, MPeAHNU30JI0H,;

4) 6oprezomub;

5) JICHOJTMIAMIL.

20. IEUEHUE AHEMUU TAXEJJIOW CTENEHN HA MOMEHT
YCTAHOBJIEHUS TUATHO3A MHOKECTBEHHOW MUEJIO-
MbI TPEBYET HASHAYEHIA:

1) mpoTuBoOITyX0JI€BOI TEparni;

2) PeKOMOMHAHTHBIX dPUTPOIOITHHOB B 03¢ 150 ME/kr 3 pasa B
HeJIeJIo;

3) nccaenosanus dheppuTHHa, BUTaMiuHa B
CBIBOPOTKE KPOBU;

4) caTmieMeHTAIUH TTPY BBISBIEHUN IehUITTa METabOINTa 9PUTPO-
110934

5) nmepenmBanuii M.

\»» POJIMEBOI KMCIOTHI B

TectoBble 3agaHus K rmase 13
1. JTMMOOMA XOIKKNHA — 9TO HOBOOBPA3OBAHIUE:

389



TecToBble 3ajaHNA

1) u3 kiretok B-kirerounoit muddepeHmpoBK;

2) U3 KJIETOK UMMYHOJIOTUYECKH He olpeeseHHoi auddepeniim-
POBKU;

3) ¢ HAJTMYUEM TMTAHTCKUX MHOTOSIIEPHBIX OIYXOJIEBBIX KJIETOK
(xnetku Pug—Bepesosckoro—IITepubepra);

4) c HaTM4IreM MOHOHYKJIEAPHBIX TUTAHTCKUX KJIETOK (KIeTKH XO1K-
KWHA);

5) ¢ HAIUYUEM B CTPYKTYPE OIMYXOJIEBOU TKAHU KJIETOK, HATTOMUHA-
IOINX BOCTIATUTEIbHBII MHOUIBTPAT.

2. UISMEHEHUVA B KIMHNYECKOM AHAJIM3E KPOBU, TPEBY -
IOHINE UCKIIOYEHUA IMMOOMDBI XO/IJKKNHA:

1) Hb 110 r/n, MCV 65, CO9 60 MM /4;

2) Hb 100 /1, MCV 110, CO3 60 mMm/u;

3) Hb 80 r/m, MCV 65, CO3 15 mm/u;

4) WBC 5,0x10°/11, 6macroB 10%, neiirpodunos 20%, mumboiuron
70%;

5) WBC 25,0x10°/a, meiitpodunos 20%, mumborros 78%, MoHO-
IUTOB 2%.

3. KIMHNYECKUNE CUMIITOMDBI, TPEBYIOIIME NCKJIIOYE-
HUA TUMOOMDI XOKKNHA:

1) acumMeTpruHOE yBesnyeHre TuMGaTHIecKuX Y308 Hauadpar-
MaJIbHBIX obJacrelt;

2) muxopajika, HOUHbIE TIOTHI, TOXYAaHne, KOKHBIH 3YI;

3) 6osu B 06/1aCTH TIO3BOHOUHWKA;

4) cyXol KallleJib, OJIbIIIKA;

J) NaTOJIOTMYECKUI TT€PEJIOM T1J1e4eBOI KOCTH.

4. K BAPUAHTAM KJIACCUYECKON ®OPMBI TUM®OMBI
XOAKKVNHA OTHOCAT:

1) HOZYIAPHBII CKIIEPO3;

2) HOMy IsTpHOE TMMMBOUTHOE TIPeobIalaHue;

3) cMelaHHO-KJICTOYHbII BapHAaHT;

4) BapuanT, 6GoraThiii 1MM(MOIUTAMU;

5) sumbonHOE UCTOIIECHHE.



OTBETbI HA TECTOBbBIE 3AJAHHA

K raase 1
1)1,2,4;2)1,3,5;3)1,2,4;4) 1-3;5) 1-4;6) 3;7) 1,4, 8) 2,
3,59)1;10)1,3,4;,11) 2,12) 1;13) 1, 3, 5; 14) 1, 2, 4, 15) 2-5.

K riaBe 2

1)1,2,4;2)1-3,5;3) 1-3;4) 1-3;5) 1,2,4,5,6) 1,2,7) 2, 3,
5;8)1,3;,9)1-4;10) 1,3,4;11) 1-4;12) 1-4;13) 1,2,4;14) 1,3-5;
15) 1,3,4;16) 1,3-5;17) 1, 3, 4; 18) 1-3;19) 3, 5; 20) 1-3, 5.

K riase 3

1) 3;2) 2,4;3) 3;4) 1, 4,5;5) 1-3; 6) 2-5;7) 1; 8) 2—4;
9) 2-5;10) 2—4;11) 1-3;12) 4,5;13) 1, 2, 4, 5;14) 2—4;15) 2—4;
16) 1,3-5;17) 2,4;18) 1-3;19) 1, 3, 4; 20) 1-3.

K raase 4
1) 3-5;2) 2-5;3) 2,3;4) 1;5) 4,6) 1-4;7) 1,4,5;8) 1, 3, 5;
9) 1-4;10) 1, 5;11) 2;12) 2;13) 1-3.

K riase 6

1) 1,3-5;2) 1-3;3) 2, 3;4) 1-4;5) 2,3, 5;6) 1-4;7) 1-3;
8) 1,2, 4;9) 2;10) 2, 4;11) 1, 2, 4;12) 1, 4;13) 2, 3; 14) 1, 3;
15) 1, 2-5.

K riase 7

1) 1;2)1,2;3) 1;4) 2;5) 1,2;6) 2;7) 1;8) 2,4;9) 2— 4;10)
1,4, 5;11) 3;12) 4;13) 1, 3, 5; 14) 2-5; 15) 2-5;16) 3-5; 17) 2,
4;18) 1-3.
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K riaBe 9
1) 2-4;2)1;3) 4, 4) 2,3,5;5)2;6) 1-3,5;,7) 1, 3;8) 2,4, 5;
9)2,3;10) 1;11) 1-3,5;12) 1-3;13) 1, 2, 4, 5.

K riase 10
1)1,2,5;2)4,5,3)1,3;4) 1,3,5;35) 2.

K rmaBe 11
1)1,2,4;2)2,3,5,3) 2-4;4) 1,4;5) 4,5;6) 5;7) 1, 3; 8) 3;
9) 2,10) 5;11) 2—4;12) 3;13) 2;14) 1, 3, 5; 15) 1-4.

K rnase 12

1) 2;2)1-3;3) 1, 3,5;4) 2;5) 4;6) 1-3;7) 1; 8) 2-4;9) 5;
10) 3;11) 1,2,4,5;12) 1,2,5;13) 1,3-5;14) 3-5;15) 1-3;16) 1,
4,5;17) 1;18) 1, 2, 4, 5;19) 3-5; 20) 1, 3-5.

K rinaBe 13
1) 1,3,4;2) 3;3) 1,3;4) 1,3-5.
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