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[1naH nekunn

ObLwasa xapakrepucTmka yrneBoJoB
dunanosnormnyeckas posnb (PYHKUMKN) YrrieBoaos
OTanbl obMeHa yrrnesoaos

TyTK NOCTYNNeHNUA N UCNOMb30BaHNSA MMIOKO3bl KPOBU

TyTU OKMCNEeHUA rMioKo3bl

" TINKOJNN3: XMMWU3M N 3HEPreTUYEeCKUN BbIXod a3pobHOro v
aHadpPOOHOro rrIankKornnaa

[TonHoe (a3pobHoe) oknucneHme rnoko3sbl. Passl adpobHOro
OUXOTOMMYECKOro pacrnaga rintoko3sbl (cneunuyecknn u
oo nyTn).



Yrnesoabl Cn(H20)n

lNuwieeble UCMOYHUKU
y2/1€80008

Xneb, 3epHo8bIe, caxap,
MOJIOKO, QbpyKmMbI

Aldehyde group Keto group

\?/
H-C-OH ?=0
|

Glyceraldehyde Dihydroxyacetone



Knaccundoukaums yrnesoaoB

o —% Yrnegogsl )
Hermapoamsyempre ~ I'maposaumsyemsre
[ MoHoCaxapuL } Omrocaxapuis [ [lomcaxapuasl ‘
— (woaapump, H-| -
caxapuasl 1 T.A.) | l
N .. | B _
[Aﬂbﬂﬂﬂﬂj } Ketoau ‘ [ oMONoNK- [I'ere;:mﬂm-
—— caxapuil | | Caxapui




Knaccmnopukauuna yrnesogos

{ | Yrnesopabl j
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” e [lpoTeornukaHsl
"{ K?TOBbI ] _{ ﬂmcaxapmnbl J "‘ rOMOEOﬂMCBXBPMAtiJ e [ NUKONpPOTEUHbI
* Pubynoza (5C) e Caxapo3a * Kpaxman * [mkochuHroNMNUAbI
e QpykTo3a (6C) » JlakTo3a * [uKorex
e |l lennobuosa e Llennwonosa
* ManbT033
(
LE Anbpo3sbl J L{ Tpmcaxapvap,blj L—1 FeTepononucaxapmabuj
e 3puTpoaa (4C) » PadduHoaa * [ MMKO3aMUHOMNUKaHDI
e Puboza (5C) e Kecto3a * l'enapwH

e Kcunosa (5C)

e niokoza (6C)

» ManHo3a (6C)

e [anakro3a (6C)

e Ceporentynosa (7C)



[TpnpoaHble MOHOCaxapuabl (anbao3b)
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[TpnpoaHble MOHOCcaxapuabl (KeTo3bl)
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D-Pubynosa D-Cezorentynoas




Konb4yaTo-uenHaa TayTomepusa opyKkTo3hbil
(MyTapoTaumsa pyKTo3bl)

QOH /
=0 /
e C-D-prmonupaao:u
H— --Ol.l
H—C—OH
\ HOCH, CH,OH
@ D-@pymoaa H HO
H 1CH,OH
HO H

p-D-®pyxrodypanosa a-D- Opynotbypa HO38



AHOMepPbI rMIOKO3bl U PPYKTOS3bI

a-D-rmoKonvpaHo3aa

a8 I

a-D-PpyKTogypaHoaa p-D-PppykTodpypaHoaa



[IpnpoaHble
ancaxapugbl

ManeToas

HoOH

Caxapoaa



[lpnpogHble
ancaxapugbl

JNakToza



[lonncaxapuabl
* Kpaxmasr. pe3epB rmoKo3bl Y pacTeHUU
amursno3sa : cea3m a-1-4, M =150 000 go 600 000
amursiorneKmusH : cBa3u a-1-4 n a-1-6 (pasBeTBrneHHbIN)

* [JTuKo2eH:. pe3epB MIoKO3bl Y YernoBeka U XXUBOTHLIX, CUNbHO
pa3eeteneH M = 1000000

» LJennrono3a. coCTaBHOW KOMMNOHEHT PACTUTENbHOWU KINETOYHOWU CTEHKN,
cBA3n - 1-4 (Hepacmeopuma 8 sode)

» llpyaue .
OeKkcTpaHbl (bakTepun)

XUTUH (DECrno3BOHOYHbIE)
NEKTUH (pacTeHUs - NOSIMMEP ranakTypoOHOBOW KUCNOThI)



CTpoeHmne MoneKkynbl Kpaxmana
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CTpoeHne MOormekyn Kpaxmarna v rnmkoreHa

AMMAOIIEKTHUH

B I'mxoren



PyHKUMKM yrNeBoaos
IHepzemuyeckas — npu okmcnenum 1r yrnesogos go CO, n H,O Bbigensetca 17,6
kK (4,1 kKan) aHepruu

Pe3epesHas — 3anacHas: rnukoreH nedeHun (110-120 r), rmmkoreH moiy (200-300 r)
3anacHaga popma rnoKo3bl

CmpyKmypHasi — rimko3aMUHOTITIMKaHbl MEXKITETOYHOIro MaTpukca
OriopHasi — XOHOAPOUTUHCYbdAT XPALEBON N KOCTHOM TKaHU

[lnacmu4eckass — MeTabonunTbl rMIOKO3bl SIBASIKOTCS npegwecrBeHHNKaMn B
CnHTes3e Inunmnaos, aMK, HYKNneotnaonB

3awumHasi — rnoKypPoOHNIbI y4acTBYIOT B JETOKCUKALIMN KCEHOOMOTUKOB U
BELLLECTB 9SHOOreHHOro NPoOUCXoXaeHus

['emocmamu4eckas — renapuH, paktopbl ceepTbiBaHus Kposu |, I, VIII, IX, X
['uOpoocmomu4yeckas, NOHpEerynupyrwas — yaepxmsarT ANUNONM BoAbl, KATUOHbI

PeuenmopHas — yrnesodHbI KOMNOHEHT B peLenTope OTBeYaeT 3a ero
cneunuyHOCTb

Crnieyucpuyeckas — MapKepbl B nNpoueccax MeXKneTo4yHoro B3anmMoaemncTBus



[lnieBble UCTOYHUKN YINeBOOOB

v’ (Kpaxmarsi) pacTuTernbHasi nNuLLa - OCHOBHOU yarieso0 nuuiu
83pP0C/IbIX

v’ (211uKo2eH) MsiCHble NPOAYKTbI

v (;1akmo3a) MOfToKO— OCHOBHOU yareesod nuuwju oemel paHHe20
go3pacma

v (caxapo3sa) caxap

v’ (efniroko3a) BuHorpan

v' (cbpykmo3sa) mea v ppyKThbl

CyTo4yHaga notpebHocTb B yrneogax 350-400 r (500r) —somnpoc
oucKymupyembIu

y B3pocIbiX — 5,5-7,0 r/kr
y geten — 10-15 r/kr



JTanbl oOmeHa yrneBoAoB

. [loaroTtoBUTENBHLIN:

— repesapusaHue U ecacbieaHue O51s nuuiesbiX ya51ee0008;

— Moburu3zayus ariroKo3bl U3 3arnacos a/iuko2eHa -
cJIUKOeEeHOJIU3,

Il. MeTabonnam (BHYTPUKIETOYHbLIN OOMEH)

I1l. Obpa3oBaHne N BbiIBEOEHNE KOHEYHbIX
NpPoAyKTOB OOMEHa



depMeHTbI
nepeBapmnBaHUS
CITOXHbIX
YrneBoJoB

1l Knacc —
['ngponassl,
noakKracc

[ Mnko3unaa3ssbl

[poucXoXKAeHUe ®epMeHT HeiicTeue
o -
CnioHHbIE Xene3bl a-AmMunasa | Mmaponus BHYTpeHHUX al,4-rnuMKo3ngHbIX
e cBA3en: kpaxman (rnukoren) — Y
KEnyAOMHan s p [rnukore) — pexkcTpuHbl*,
a-AMUnasa ManbTOTPUO3a, MaNbTo3a, U30ManNbTO3a

xene3a

Mwpponus al,2-, al,4-, al,6-rnuKo3naHbIx

CBSA3eun:

Caxapasa- ®* [EKCTPUHbI — rNKo3a;
W3oManbTasa | e caxaposa — rnwkosa + Gppykrosa;

* NU30ManbTo3a — rNIKO3a + rNKo3a;

®* ManbTo3a — rNiK03a + rniokosa
JHTepouuThl (Npu- 'naponus al,4-rnMkKo3naHbIX CBA3EN:

YHOe nuuie- ®* aMuno3a — rnKo3a;
= ] : MAJITHEE: ®* ManbTOTpUO3a rNI0KO rnoKo3
—p 34 + d +
BAPEhNS rAMKoaMmunasa P
rN0Ko3a;
®* ManbTo3a — rNKKO3a + rNKo3a
[waponus B1,4-rnnMKo3nAHBIX CBA3EM: NaKTo-
JlakTasa
3a — ranakro3a + rnwKo3a
[waponus al,1-rnuko3naHbix CBA3EN: Tpera-
Tperanasa

N103a — M1KOo3a + NrNMoKo3a



®epmMeHT

Small intestine

[poucxoXpeHune DencTBue
| ORCE
CnioHHbIE Xenesbl a-AMunasa Mmaponus BHYTpeHHUX al,4-rnuko3mgHblix
— CBA3en: kpaxman (r — "
MopKenyaouHas A P (rnukoren) — pekcTpuHbI*,
a-AMUIa3a MaJibTOTPWUO3a, ManbTo3a, U30ManbTO3a

xenes3a

Mwaponus al,2-, al,4-, al,6-rnMKo3naHbIX

CBA3En:

Caxapasa- ® NEeKCTPUHBbI —> rMI0K03a;
W3oManbTasa | e caxaposa — rniokosa + ¢ppykTo3a;

®* NU30ManbTo3a — rNKO3a + riKo3a;

®* ManbTO3a — rNI0KO3a + rMKo3a
IuTepouuThl (Npu- Maponus al,4-ranko3naHbIX CBA3EN:

Hoe nuule- * aMunno3a — rnwKo3a;
Rt ] B ManETags: ®* ManbTOTPMO3a —> MNIOKO3a + MKKO3a +
+
Bap=hve rMMKOaMuUNasa P
rnKo3a;
®* ManbTo3a — rNKo3a + rKo3a
maponus B1,4-rnnMKo3MAHBIX CBA3EM: NAKTO-
JlakTtasa
332 — ranakrosa + rniKo3a
[waponus al,1-rnuko3naHbIX CBA3ENH: Tpera-
Tperanasa

N103a — rJ1Il0K03a + rMMoKo3a

Glucose

Glucose
Fructose

Glucose
Galactose




I'IepeBapMBaHme YyrneBso0B NMULLK

Salivary and
pancreatic

o—-amylase Ho f
HDbDH

Isomaltose

Partof a
glycogen molecule
¢ a-Amylase
O
e ¥ Dol Istere)
o mooo HO O 0 OH HO O 0 OH
a(1-—-4) bonds af{1—-6) bonds Trisaccharides o~-Dextring
{and larger oligosaccharides) {oligosaccharides

Malto-oligo- Oligo-
saccharides ucch'grldos with -1,6 branches)



o 1,4-rnvuko3ngHan cessb
é\ é é 0 1,6-rnuKko3naHan cesa3b

beobibbibbbb?b{

a-Amunasa

| | |
X o

PaVs W a Ve e WEERIP Ve Yo MR, Y

ManbTo33 ManbToTpMO3a a-[lekcTpuHsl MN3omanbTo3a
(w apyrue onmrocaxapunbll (paBBeTBnéHHble

M Hepa3BeTBNEHHbIE)




[lepeBapunBaHue yrnesonoB NULLA
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Sucrose

CH,OH
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Enzyme H OH
1) +H20 Glucose
HocH, ~© OH
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Fructose

Maltose
x—1.4 bond
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malt=ss
actineity
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Maltotriose
Lactose
& - O
HO _Bane OH
/ OH
OH lactase OH
Galactose Glucose



[MEPEBAPUBAHWE 1 BCACbIBAHNE

Mouth
Starch

J Salivary
c-amylase
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'. Etnmanlx

Dextring
|EGFHE|’[GSE1
Maltose

L actose ‘|
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Small intestine

Pancreatic c-amylase,
a-Glucoamylase ——— Glucose
|somaltase, Maltase

Lactase , E‘,“E_':fﬂ
Sucrase £
Galactose
Cellulose

Cellulose

AT

L,

* (not-digested)

l/

+
Excreted



r Yrnesogbl C NuLiEN NOCTyNnarT B OpraHnU3m B CIOXHbIX doopMax,

TAKMX KaK On- N NnoJsincaxapuibl

¢ [Noa pencremem pasnuyHbIX NULLLEBAPUTENbHBIX DEPMEHTOB 3TU
CMNOXHble caxapa pacllennsaTca Ha MOHOcaxapuabl, COCTOSALLME

B OCHOBHOM W3 INMKOKO3bl, CbpyKTO3bI N raJ1aKTO3bl.

» BcacbiBaHue MOHOMEPOB YyrrneBsoaoB B KNWLWEYHUKE NMPOUCXOONT

nocpeacTBom obrierdyeHHOW Andpdy3nm n BTOPUHHO-aKTUBHOTO

TpaHcnopTa.



TpaHcnopTepbl MMHOKO3bI

GLUT — cemenctso (obneryeHHaa andpdy3us), HanpaBneHue
onpeaensieTcs rpaAMeHToOM KOHUEHTPALMUM I/THIOKO3bl U 3aBUCUT
OT TUNA KJIETOK U MeTabonn3ma B HUX B KOHKPETHbIA MOMEHT
BPEMEHMU

SGLT — cemenctBo (HaTpuin-3aBUCUMbIE KO-TPAHCMOPTEPDI
rNOKO3bl, BTOPUYHO-aKTUBHbIN TPAHCNOPT



TpaHcnopT MOHOCaxapuaoB B TOHKOM KULLEYHUKE

[IpocBeT TOHKOW KMLLIKY

SGLT-1 3HTE’§L‘Q. A /x\ GLUT'Z
BropuuHo-akTuBHbli [ Nloko3a | @ (4) [nioko3a

TpaHcnopT lanakTo3a =<l — [@nakro3a

2 Na* L ) ®pykTo3a

Na*/K*-AT®a3a

GLUT-5 >

®pykTO3a -




TpaHcnopTépsbl rnwko3bl SGLT

(sodium-glucose linked
SKCMpeccupyio-

Hatpuii-3aBucumMble  KO-TPaHCMOPTEPbLI  [JTHOKO3bI
transporter, SGLT) — cemeitcTBo TpaHCnopTEépoB r1tOKO3bI,
LWMXCHA B 3HTEpOUMTaxX TOHKOW KWULWKK, a TakxXe npoKCUManbHbIX KaHanbLax
HedpoHoB. TpaHcnopTépbl SGLT nepeHocAT MOHOCaxapuabl Mo MexaHWu3My
BTOPUYHO-aKTUBHOIN0 TpaHcNopTa, 3TO O3HA4aeT, yTo 3Heprua B npouecce
nepeHoca 3aTpayMBaeTCs, HO pacxofyeTcs oHa He HenocpeACTBEHHO Ha TpaHC-
NOPT MONEKy/bl, @ Ha co3AaHune rpagnueHTa KOHLUeHTpauuu apyroro Bellecrea
(noma Na*). OnucaHbl WecTb TPAHCNOPTEPOB FIOKO3bl N3 CEMEUCTBA SGLT, u3
KOTOpbIX Haubonblwee 3HayeHMe UMeT fABa — SGLT-1 [kogupyeTcss reHom
SLC5A1) u SGLT-2 (kogupyetcs reHom SLC5A2). SGLI-1 wnrpaeT OCHOBHYIO
PONb BO BCACbiBAHWM [/IIOKO3bl U3 NPOCBETA TOHKOW KWLWKK, B TO BPEMSA Kak
SGLT-2 BaxkeH ana peabcopbumm rnoko3bl U3 npocseTa NoYe4vHbIX KaHalbles.
SGLT-1, NOMMUMO F110KO3bl, MOXeT TakxXe NepeHocuTb Yyepe3 MeMbpaHy ranak-
T03y. OHOBpEMEeHHO C OAHOW Monekynoit rawko3bl SGLT-1 nepeHocnT B KNeTky
nBa voHa Na*, a SGLT-2 — oauH noH Na*. [nioko3a nepeHoCUTCA NpoTUB rpa-
AMeHTa KoHueHTpauun, a Na* — no rpagueHTy.



GLUT-TpaHcnopTepsbl

Tun (ren) | Oprad/nokanusaumns | K, MM ®yHKUUM/CBOUCTBA
dpUTpouUUTLl, 3HAOTE- MNoapepkanue 6a3anbHOro  ypoBHS
nuanbHble KNEeTKW, ro- FIOKO3bl B BONbLWNHCTBE KNETOK YeNno-

GLUT-1** | noBHOM MO3r, TMOYKM, 34 seka. Konuyectso GLUT-1 Ha Membpa-

(SLC2AT) |ToncTas KuLKa, cetyaT- J He KNeToK NoBbllaeTcsa npu yMeHblwe-
ka, nnaueHTta, aMmbpuo- HUW YPOBHA T1I0KO3bl MNia3Mbl KPOBU
HaflbHbl€ KETKMN W CHUXKaeTCs Npu runepriankeMui

3axBaT U BbicBobOXAEHWUE T[NIOKO3bI

KneTkaMu neyeHu, «CeHcop» riKo3bl

[MeyeHb, ba3onartepanb- B B-kneTkax NoaXXenyao4yHou Xenesbl,

Haa MeMbpaHa 3HTepo- TpaHcnopT raKo3bl 4epe3 basona-

GLUT-2 LMTOB TOHKOW KULLKW 17 TepanbHylo MembpaHy 3HTepouunToB
(SLC2A2) | n KNeToK noYyeyHbix Ka- U KNeToK noYeyHbliXx KaHanbues. Hu3-

Hanbues, B-kneTku noa-
XKenyao4yHou xenesbl

koapdUHHbIN, cnocobeH K TpaHcnop-
Ty rnwkKo3bl B obonx HanpaBneHUsX.

TpaHcnopTUpyeT rNKO3Yy, ranakTos3y,
GpyKTO3Yy U rMOKO3aMUH



Tun (reH) , OpraH/nokanusauus ’ K, MM '

GLUT-TpaHcnopTepsbl

®yHKuMKn/cBOUCTBA

MNopnepxuBaeT 0asasbHYyld KOHUEH-
B ro/IOBHOM MO3-

HeinpoHbl r0JIOBHOIMO TPauuio rnKo3bl
GLUT-3 Mo3ra, nnaueHra, cnep- re gaxe npu HWU3KOW KOHLEHTpauuu
1,4 i
(SLC2A3]) | maTo3omupgbl,  3mbpuo- B nna3Mme kKpoBu. BbicokoadpPpuHHbIN,
HaflbHble KNeTKu obnapgaeT 6ONbLWNUM CPOACTBOM K rt0-
ko3e, yeM GLUT-1
NHCYyNnuMH-3aBUCUMBIN nepeHocYmK
GLUT-4 CkeneTHble MbILLLLbI, rnoKo3bl. Perynupyet WHCYNIWH-oNo-
MUoKapAa, XKNpOBas 5 cpefoBaHHOE CHUXEHUEe KOH -
(SLC2A4) P P Pea LeHTpa
TKaHb LUK TNIOKO3bl B Mna3Me KpPoBW U eé
NEeNnoHWpOBaHMe B KNeTkax
ToHkas kuwka [anu-
kanbHas  MembpaHal, Toamn $o b
crnopTé KTO3b -
KNeTKu TeCTUKyA, cnep- P PIEP. ‘PRY L, nNpn cyule
GLUT-5 CTBEHHOM TpaHcMeMbpaHHOM rpagu-
MaTo30uabl, MOYKK, CKe- —
(SLC2A5] eHTE KOHUEHTpauuUW TNKO3bl Take

NeTHbIe MblLWLbI, KITETKN
XXUPOBOM TKaHW WU Tro-
NOBHOMo M0O3ra

crnocobeH nepeHoCUTb MOKO3Y



TpaHcnopT MOHOCaxapuaoB B TOHKOM KULLEYHUKE

[IpocBeT TOHKOW KMLLIKY

SGLT-1 3HTE’§L‘Q. A /x\ GLUT'Z
BropuuHo-akTuBHbli [ Nloko3a | @ (4) [nioko3a

TpaHcnopT lanakTo3a =<l — [@nakro3a

2 Na* L ) ®pykTo3a

Na*/K*-AT®a3a

GLUT-5 >

®pykTO3a -




HapyweHne BcacbiBaHUSl YrneBOOOB  MOXeT
BO3HMKATbL nMpu psige 3aborneBaHuii, BbI3biBaOLNX
noBpexaeHne wunn AONCAYHKUMIO CNU3NUCTON O0BOSI0YUKM
(racTpOaHTepUT, aednunt bernka).

HapylweHus, CBA3aHHbIE C He4OCTaTOYHOCTLHO
ornpeneneHHbIX osiueocaxapudas.

HenepeHocumocmb  51akmo3bl (HernepeHocuMocmab
MoOJioKa) - Hauboriee 4actoe HapylleHMe BcacbiBaHUS

yrnesogoB. edwuunut  naktasbl  BCTpe4yaeTca Yy
bonblUMHCTBA B3POCIbIX J04en BO BCEM MUpe U, MNO-
BUOMMOMY, onpeaenderca reHeTu4ecku.

Oedonunt nakrtasbl, MpuU KOTOPOM YPOBEHb nNaKTasbl
CNM3NUCTOM OOOJSIOHMKM HU3KUA  WUNKU  OTCYTCTBYET Mpw
pOXOEeHUWN, BCTpeYyaeTca pefko W nepefaetcd  Kak
ayTOCOMHO-peLeCcCMBHbIN NPU3HaK. CBoeBpeMeHHas
avarHoctuka wn 0eanakto3Hasa agueta obecnedmBaroT
HOpPMarbHbIN POCT pebeHkKa.

Lactase

deficiency
SMALL INTESTINE - =
Lactose > g
| . S
\\LARGE INTESTINE
NS H, can be
- Laciose measured
in the breath
BACTERIA “—
e A/ \ N
metabolites My
{suchas CO; 3-Carbon
acetic acid) metabolites
(such as H.0
lactic acid Jz
. “? /1 — ","
ANA =
BLOATING
DIARRHEA

DEHYDRATION




[ Turrra

Oxucaenue c

['ArokOHeOreHes | mmmm) ey I
I roxo3a KkpoBH SHEpIun
-5, 5MMOAB /A
L'ankoren  K—=— 3,3-5, — I'Ankoren
MeYCHN mmm) (40 6,1 MMOABA) MBITTITT
HATOILIIAK
Cunres V Cunres
samenumbrx AMK || l'auxkosmauposanne AUTTAAOB

OEAKOB U AUIIHAOB




Sloud giutlose (ITIL/UL)

40 50 60 70 80 90 100 110 120 130 140 150 160

Fasting Post-prandial !
<100 mgidl) | (<130 mgidl) |

Hypergwcemm offect — — Hypoglycemic effect

Glucagon Insulin

170 180 190 200

ot

Renal threshold

|

To urine

MmMukemunyeckuun nHaekc npoayktos /[asug xkeHke, 1981) —
ycnoBHoe 3HadeHue ot 0 go 100, oTpaxatoLliee OTHOCUTENbHOE YBENUYEHMNE YPOBHS
[MIOKO3bI Ma3Mbl KPOBU Yepes 2 4 nocrie npuema nuuim.

[N HOpMUpPYETCH OTHOCUTENBHO YNCTOM NMULLIEBOM THOKO3bIl, CMOCOOHOCTb KOTOPOU

NOBbILWATb YPOBEHb MH0KO3bl Nia3dmbl NpuHAT 3a 100.

Huskmn ' — HuXKe 55 /3eneHble oBoOLWW, Arodbl, Kypara, Mofioko, 6060Bble, cnareTtu
Boicokuin ' — 6onee 70 /6enbin puc, caxap, NenbMeHU, crnaakas Bbineyka, BapeHbIn

KapTodoens, 6enbin xnebd



[ urioariuKkemMus - NOHMKEHNEe KOHLEHTpaLum
[MHOKO3bl KPOBU
HUXKe 3,33 MMOrb/I

-  dusmonorunyeckas (rorniogaHme, gneta ¢ HU3KUM
cogeprkaHnUeMm yrrneBsoaos,
nocre TaXXenou ousnyeckon HarpysKku,
bepeMeHHOCTb, NakTaums)

- [laTonornyeckas (MHcyrnoma, nepego3npoBKa NHCYNMHA,
Npy NOYEYHOW rMIOKO3YypuUH,
MUKOreHo3ax, naHkpeaTuTe)



[uneparnukeMus - yBenmyeHme KOHLEeHTpaLumun
[MOKO3bl KPOBU
Bbille 5,55 mmonb/n

- dusmonornyeckas (annMmeHTapHas, ctpeccosas Unu
NCUXO3MOLMOHarbHas)

- [laTonornyeckas (onyxonu xenes — geoxpomMmoLmToma,
onyxosnb ageHornnoguaa;
TUPEOTOKCUKO3, bonesHb NueHko-KyLiunHra,
caxapHbln anaber)

Cabiwe 8,88 MMonb/n — NoYyeYHbIV nopor —  2JTIOKO3ypust



|_|yTI/I OKUCIHEHUA TTIOKO3bl B KINTETKE

l I'AroK03a

l I'anxoans3 l IlenTo3zodocdaTHpIii HIYyHT
J J

A3POOHBIN T'AUKOAU3 AH23p00HBIM
; };ITB(I; PZAXKOAHB Pu6o30-5-docdar
aKTAT
HAA®HHT
2 HAAHH" 2 AT®
J
7 J




[ MUKOJSN3 — nocrnenosaTenbHbIN, hbepMeHTaTUBHbIN NPOLIEeCC

OUXOTOMWNYECKOro OKUCHEHUS rmioko3bl 4o AByx Mmonekyn MNBK/unu
nakraTa, uayLwmu c BblaeneHnemM SHeprum

» Hanbonee BaxHbIN METABONNYECKNIN MPOLLECC OKUCIIEHNS TMOKO3bI

» OHeprua, BbiIcBODOXOaoLasacs B peakumnax rmmkonnaa,
ncnonbayetca gnsa nonydvyeHna AT® un HAOHH"

» AT® obpasyeTcsa Nno mexaHnamy cybctpaTHOro pocdopmnnmpoBaHus
» ©OepMeHTbl NoKanmn3oBaHbl B LUTO301€ KIEeTKU
» Bce meTtabonutbl HaxoasaTcs B pocdhopunmpoBaHHOM COCTOSIHUN

» BkrroyaeTt 10 peakuummn, n3 KOTopbiX TpU — HeobpaTnMblie
(1, 3, 10)



q I'AnxkoAm3

A3pOOHBIN TAUKOAU3
2TIBK

2ATOD
2 HAAHH™

AHa3pOOHBIN

IF'ANKOAN3

2 Aakrar
2ATOD




®A3bI NMTNKOJIN3A

AKTuBUpoBaHme rekcos (1 — 3 peakuyun)
CobcTtBeHHO anxotomusa (4, 5)
[ nnkonuTmnyeckaa okcnagopeaykumsa (6 — 10, 11)



Cxema rmmkonmsa

_' [ TIMKOJIN3 — nocnegosaTenbHbIi,
— doepMeHTaTUBHbIN MPOoLEeCcCc AUXOTOMUYECKOrO
:
S oKuMcneHna rmwoko3bl 40 AByX monekyn NMBK/uww nakraTa,

NOYLLMIA C BblAENEHNE SHEPTUN
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Aunxoroms

Pda3za akruBaIIU r'eKCO3




1 peaxknua (HeoOpaTumasn) - pocghopranposBanme (AKTHBALHA)IAFOKO3BI

CH,OH CH,0.PO;”
O Hexokinase, 0)
g H H 4- (;Ii:::ﬂ:::&i H H I 3- :
Ol + ATP T o + ADP + H
o\ H/om Mg’ o\ H/on
H OH H OH
a-D-glucose a-D-glucose 6-phosphate

[ NtoKO3a BCTyMaeT B IMUKONU3 nytem gpocdopunmpoBaHua 4o rMoko30-6-gocdara,
KaTanmsmpyemoro

- TeKCOKMHa30M (BO BCEX KIleTKax) nnm

- TTIFOKOKMHa30M (B NeYeHN),

c ucnosnb3oBaHnem AT® B KkadecTBe AoHopa docdarTa.

[ekcoKMHa3bl UMeIOT HU3KYO Km ans rmokosbl (0,1 mM), annoctepuyeckn nurnbumpyrotca G6P,
MOryT MCMNOSb30BaTh Apyrne rekcosbl (PppyKkTo3a, MaHHO3a, IMOKO3aMMH) B KadyecTBe cybcTpara.

'mokoknHa3a nmeet Bbicokyto Km anga rmtoko3ssl (10 MM), He nHrnbumnpyetca G6P,
dom3nonormyeckn pacnosHaeT TONbKO rMIOKO3Y B KayecTBe cybeTpaTa.



f'ekcokmHasa Kv = 0,1 mm 'nokoknHasa Km = 10 mm

[locne eabl, Koraa ypoBeHb MMOKO3bl B KPOBUM MOCce npuema nuiiy BbICOK, MMIOKOKMHAa3a
NeYyeHn o4YeHb akTUBHa. [leYeHb NPenMyLLEeCTBEHHO YNaBANBaET N XPaHUT LUPKYNUPYIOLLLYIO
rMOKO3Y.

Korga ypoBeHb rMoKO3bl B KPOBUM NagaeT A0 OYEHb HU3KOIO YPOBHS, NEeYEHb HE CUITbHO
3aBUCUT OT IMOKO3bl, OHA HE UCMONb3YeT CKYAHbIE 3anachl MMOKO3bl, KOTOPbIE OCTAOTCH
OOCTYNHLIMWU AN APYIMX TKAHEN.

KnHetnyeckme ceonctea ne4eHOYHOW MMIOKOKMHAa3bl NO3BONSAT nevyeHn adppeKkTnBHO
«ObydepnsoBaTb» rMOKO3Y B KPOBU, MOCKOSMbKY BOsiblLIasa YacTb MULLIEBOW THOKO3bl NPOXOaUT
Yyepes nevyeHb N OCTaeTCs B KPOBOTOKE AN UCMNONb30BaHMUA OAPYTMMU TKAHAMMN.



2 peaknua (0OOpaTuMasn) - uzomepu3anua rArOK030- 6-¢pocgpara

FREES , PO2.OH,C _O._ CH,OH
H @) H I hpsphogluco- “
H isomerase H O
OH H < H OH
HO OH
H OH OH H
o~D-glucose 6-phosphate o=-D-fructose 6-phosphate

[ NOKO30-6-dbocpaTt npeBpaLlaeTcs BO PPYKTO30-6-dpocdar ¢
NOMOLLIbIO ghocgho2eKco3ou3omMepasbl, KOTopas YycKopseT
N3o0Mepun3aLunio anbao30-KeToa.



3 peaknua (HeoOpaTumas) — ¢pocpopranposanue ppyxroso- 6-¢pocghara

PO;.OH,C _0O._ CH,0OH PO;.OH,C _O._CH,0.PO;

Phosphofructo-

4- - 3= +
14 kinase + ADP +H
INH OH/py T+ ATP T I\ OH/on
OH H OH H
D-fructose 6-phosphate D-fructose 1, 6-diphosphate

OTO ele ogHo pocdopunmpoBaHmne rekcos, Katannanpyemoe depmeHTom
pocgpoppykmokuHazou 1 (PPK1), c obpasoBaHneM PpyKkTO30-1,6-
bucdocdara.

AKTUBHOCTb DK cTpOoro perynmpyertcsi, U NnoO3TOMY 3TOT (PEPMEHT
cCUMTaEeTCs PpepMeHTOM, OrpaHNYMBaIOLLIMM CKOPOCTb MMMKOSN3a.



POK-1

dochodpyKTOKMHA3A, OOAUH N3
Hanodoree BaXXHbIX
PEryrNATOPHbLIX EPMEHTOB.
OTBe4vaeT 3a BaXXHbIN 3Tan
rMMKONn3a, Katanmanpys
nepeHoc goocdaTHOU rpynnbl
oT Monekynbl AT® K pyKTO30-

6-dpocdaTty
T AM®, A[ID, fructose
2,6-bisphosphate, Pi

= ATO, uutpart,®EIl, H*




4 peakua (0OpaTuMan) — auxoToMHYECKHE pacrias ppykroso-1,6-6ucgocghara

'CH,0.PO>
2 I 7
C=0 "H,0.PO; _
CH,0.PO; 4(|,l 0
3 2l _
S Gl Aldolase C=0 H _3(* —OH
s S 3 + |
H—C—0OH HO—C—H ' 6 2
_ CH,0.PO;
I I—DC —OH H p-glyceraldehyde
6! o Dihydroxyacetone S:pHiospte
CH,0.PO; phosphate
p-fructose

1, 6-diphosphate

dpykT030-1,6-OMcdocdar pacuwennserca anboosia3ou Ha aBa Tprmosodocdara,
rmyuepanbaervng-3-cpoccgart n aurnapokcumauetToHdgocoar.



5 peaKimA (06p aTI/IMa}I) — uzomepusanua AAD B PI'A/TAD

H

: Triose |
HO—C—H phosphate CHO
isomerase >
C=0 < H C—O0OH
\ 2- 3 | Ny
CH,0.PO; CH,0.PO;
Dihydroxyacetone D-glyceraldehyde
phosphate (DHA-P) 3-phosphate (G 3-P)

[ Nnuepanbaerna-3-pocdat u aurnapokcmnaseToHgocdar
B3anMonpeBpaLlalTca nog gencremem depmMeHTa
mpuo3ogpocghamu3omepassbil.

[Mpn HN3knx [ATO] JAD npeobpasyetca B Pr'A
[1pn BblcOKUX [ATD] JAD ncnonbadyerca B cuHTese TAI



da3za lll - chaza reHepauumn aHeprum (peakuusa 6 — 10): npeBpaweHe 2 moneun
rnmuepanbperna-3-pocdara B 2 MonAa nupyBarta

6 peakiua (0OOpATUMAA) - ACTHAPHPOBAHHE INHIIEPAABAETHA-3-¢pocghara

O O
| (l —H Glyceraldehyde | C—0.PO 2-
3-phosphate =

2 " dehydrogenase 2 ‘ +
H—C—0H + NAD + P, < = H—C—OH + NADH + H

CH,0.PO3 'CH,0.PO3
p-glyceraldehyde 3-phosphoglyceroyl

3-phosphate (G 3-P) phosphate

[ NTMKONKN3 nNpoaomkaeTcda okMcrneHmem rnmuepansaerna-3-gocdara oo
1,3-bucdocdornuueparta, Kotopoe katanusnpyerca HAL+-3aBucnmon
anuyeparnboeauo-3-gpocghamoeaudpozeHasod.



da3za lll - hpaza reHepauumn aHeprum (peakumsa 6 — 10): npeBpaweHune 2
Moreun rnuuepanbaerun-3-cocdarta B 2 monsa nmpyBaTta

7 peakiusa (o0OpaTuMan) — cyberparroe ¢pocgpoprsupopanme —
obpasoBaame AT® n3 1,3-6ncghocghoranmrepara

O

Cr= O.POS,_

~

H

C=—0H

*CH,0.POY

1, 3-diphosphoglycerate

Peakunsa katanmanpyetca gpocghboanuuepamrkuHasou, dpocdaT NepeHOCUTCH C

+ ADP

Phospho-

glycerate

kinase

~

74

Mg~

0

(I_'— O
H—C—OH + ATP

CH,0.PO3

3-phosphoglycerate

1,3-6ucocdornmuepara Ha AP, obpasysa ATO (pochopunmpoBaHue Ha
ypOBHe cybcTparta) u 3-dbocdornuuepar.

Ha monekvnv rmnoko3bl 0bpasyetca aBe Monekyrnbl Tpuosdodocdara, Ha OaHy

-I HA 3TOM cTagumn obpasyeTtca ase Mmonekynbl ATO.



daa3a lll - chaza reHepauumn aHeprum (peakuusa 6 — 10): npeBpaLwieHne 2 moneun
rnmuepanbperna-3-pocdara B 2 Monda nmpyBarta

8 peaKimAa (OﬁpaTI/IMa}I) — mepeHoc ¢pochaTHOH TpyIIIIb!

I I

IS A Phospho- 15 A

¢ O glycerate C O

? mutase _ ) ~
H—C—0H < = H—C—0.PO;

Mg~
3 I 3
CH,0.PO; CH,OH

3-phosphoglycerate 2-phosphoglycerate

3-pocdornuuepat nsomepusyetcs B 2-goocdornnuepar ¢ NoOMOLLbI
ocgoanuuepammyma3sbl (nepeHoc dpocdaTHom rpynnbl ¢ yrnepoga Ne3 Ha
yrnepog Ne2 docdornuuepara)

—0-
Mg?* - Heobxoamm . .
[Toomexxymo4HbiUu rnpoodykm 2,3-bucgocgpoanuuepam H—(—0PO,*

H

depMeHT He ABNAeTCs Klaccuyeckon naomepason 2,3 6uecpocdbornuuspar

0
Il



daa3za lll - haza reHepauumn aHeprum (peakuusa 6 — 10): npeBpaLwieHne 2 moneun
rnuepanbpgerna-3-pocdara B 2 Monda nupyBarta

9 peaKimA (06paTI/IMa;1) — AerHAparanua 2-¢gpocghorauriepara:

I I
=0 {B—{0
5 N Enolase 2 -
H—C—0.PO; — C=0.PO; + H,0
. Mg~ or Mn~ ; |
"CH,OH "CH,

2-phosphoglycerate Phosphoenolpyruvate

[erngpatauusa 2-pocdornuuepaTa eHosia3ou nepepacrnpenenser 3HEPruo
BHYTPU MONeEKyrbl 2-pocdornuuepara, 4YTo NnpuBoanT K obpasoBaHmio

doocdoeHonnupysaTta (PEI), KOTOpbIM COOAEPXKUT BbICOKOSHEPrETUYECKNN
eHonghocdar.

Mg?* Heobxoanm ans ctabunusaumm NPOMEXKYTOYHOro NPoAyKTa



da3za lll - da3a reHepauuu aHeprum (peakumsa 6 — 10): npeBpaLieHue 2 morneun
rnmuepanbperna-3-pocdara B 2 MonAa nupyBarta

10 peaximua (HeoOpaTuMasn) — cyberparaoe pocghopranposanne, 06pasopanme
ATD 3 ¢pocghoenosnupyBara

| ]
lc—0 'c—0
Pyruvate

2 AL kinase 2

C—0.PO; + ADP TR C—OH + ATP

| | HE [

3 3 A

CH, CH,
Phosphoenolpyruvate Enolpyruvate

docdat ot ocdoeHonnupysaTa nepeHocutca Ha AP ¢ nomoLLbLo
rnupysamkuHa3sbl ¢ obpasoBaHnem AByx monekyn AT® Ha ogHy MOJIEKYIy
OKWUCNEHHOW IMKO3bI

Mg?* , K* unn Mn?* - HeobxogMmbl



[TMPYBATKMHASA

KO 2.7.1.40

Katanusnpyet nepeHoc
doocaTtHoU rpynnesl U3
docdpoeHonnmpysaTta (PEI) B
ageHosnHgmndgocdat (ALD),
obpasya ogHy Mornekyny
nupyeaTta 1 oaHy monekyny AT®

T opy-1,6-0P
= AT, auetnn-CoA,
BXXK



DepmMmeHT

MexaHu3M perynaumu

Perynarop

MNekcoxuHaza |l u il Tuna

Annocrepuueckoe nirubupoeaHue

Mwko3so-b6-dpocdar

MwoxkokuHaza [rekcoknHaza
IV tunal

\

AxKTuBayuus TpaHckpunuun reHa

MHCYnuH, dpykTo30-2.6-

Docdoppykrokunaza-1

depmenTa buchochar
AM®, AIID, $pyKT030-2,6-
Annoctepnyeckue aKTUBaTopbl Suchochay

Annoctepuyeckue MHrMbuTopsl

AT®, yurpar, docdoeron-
nupyeart

Qocpopunuposanme [MHrnbuposa-
Hue)**

nwkaroH

AKTUBaUWA TPAHCKPUNUUKM reHa
bepMmeHTa

Nucynuu

Mupysatxkuuasza

Annocrepuyeckue aKTMBaTopsl

®pykro30-1,6-6uchocdar

ANnocTepuyeckue MHrMbuTopol

AT®, nupysaT, anaHuH,
auetnn-SKoA, pnunuoue-
noyeyHsle BXXKK

@ocdopunuposarue [MHrnbuposa-
Hue)

MnwokaroH, appexsanuy

AKTUBALNSR TPAHCKPUNUMKW reHa

$depmenTa, pedocpopunuposarue
(akTueayus)

MHcynuu



Perynaumna aktmsHocTtu K

Glucagon ilb CAMP

Protein I-unaEE

L RN

Pyruvate kinase a Pyruvate I'I'.IHEEE' b
active enzyme) |[|na-:t|ve Enzyme)

e

:ll



11-aa peakuusa (aHa3poOOHbIe yCrnoBus)

] ]
C—O _ C—O
+ NADH + H ——= + NAD
C=0 HO—=C—0)
CH, CH,
Ketopyruvate L-lactate

B otcytctBue O, He MoxeT npoucxogutb okncneHne HAHH+ obpasoBaBLuerocs
B rnuuepanbaerna-3-gocar-gernaporeHasHon peakumm (6) B N1IeKTPOH-
TpaHcnopTHon uenu. CnenoBaTteribHO, AN NPOAOIMKEHUS MMUKONUTUYECKOTO NyTU
HAOHH+ gonxeH noBTOpHO okncnatbca go HALL

OTO gocTuraeTcd noBTopHbIM okncrneHnem HAQHH+ nytem npeBpalleHus
nupyBaTa B nakrtaT (0e3 obpasoBaHna ATD) dbepMeHTOM slakmamaoeaudpoaeHas3ol

(peakuus 11) B untosore.
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Peakuyuu
FHMKOHWTMHBCKOM

OKCUA0pPeayKumn

(2 HA

ObecneyuBaior
3KOHOMHbIN Pacxof
HA/l' 3a cuer
NOCTOAHHOM ero
pereHepaumu

~

= 1,3-bucdocdornuyepar [2] ]

HeobpaTuMeble peakuuu




JHepreTnvyeckmu apd ekt aHaaIpoOOHOro rnmMKonn3a

19Ttan: 3arpara 2 ATO
23tan: OATO®
3 atan: obpasoBaHue 4 ATO

BAJIAHC : 4-2=2AT®

dPusunonornyeckKkasa posib aHa3poOObHOro rMUKonun3aa:
1. B knetkax B ycnosuax aedpuunta O2 /runokcun/ CTAHOBUTCH
eANHCTBEHHbIM NCTOYHUKOM 3HEPTUU
2. B nHTEeHcuBHO paboTtatoLlen MbillLe
3. lNpomexyTouHble METADONMNTLI MOTYT NCMNOSIb30BaTLCA Ha Apyrne
NpPOLECCHI.



Cynbba nakraTta

* B muokapae okucaserca oo IIBK

1 /3 e u AaAee A0 CO2u H20 +18 ATD

*Ilocrymnaer B meyeHsp

° ]’ HI B rArOKO30AAKTATHOM ITMKAE
2 / 3 (muxa Kopm)




da3bl nofnHoro (a3apobHoro) katabonmama rmnoKosbl

1. Mukonumuyeckas (A3POBHbIU 2/TUKO1U3)
C6H1206 +2 AP +2H3P0O4 +2HAL* = 2INBK +2AT® +2HAOHH* +4H20

2. OrlK (OkucniumerneHoe OekapbokcunupoeaHue BK)
2MBK = 2 Auetun-KoA + 2*3 = 6AT®

3. OK - LUTK (okucnumernbHbIU pacrnad auemusiakoaH3umaA).
2*12 = 24 AT®

UTtoro : 32 AT® + 2HAOHH" nepepaya 3neKTpOHOB U3 LMTO30MS B MUTOXOHAPUM Yepes

O\

Manam-acnapmamHbiU YesTHOK [ nuuepogocghamHbil 4YesrTHOK
(+ 2*3 =6 ATOD) (+2*2 = 4 ATOD)



ManaT-acnaptaTHbIN YernHOK

LUumTo3ons MuToxoHapmn
COOH ?OOH
Ha CH2
OOH OOH
Oxcanoauerar Acnaprar G Acnaprar Oxcanoauerar
B
ACT rmyramar Fnyramar ACT
HALH+H* HALQH+H*
ManamAr ManamAr
HAL* HALQY
Y
oo Kerornyrapar Kerornyrapar foon
L= (U™
éH—OH éH—OH
¢ > ¢
Hz CH2
¢oom LooH
Manar Manar

@ Manam-a-Xemoanymapam-mpancnoxala @ Fnymasmam-acnapmam-mpancnoxkasa



ManaTt-acnapTtaTHbIN YENHOK

NAD"

cMDH

NADH/H*

[ Mnkonns

cAST

Matrix

mMDH

mAST

NAD*

NADH/H*

NADHH" nepepaert
aneKkTpoHbl n2H* B LUT3 1,

P/O =3 ATP

1 - Malate

2-Oxaloacetate

3-Aspartate
4-Glutamate

5 — a-ketoglutarate



[ nnuepodocdaTHbIN YENMHOK

LUuTo3ons

CH2-0'-®
=0
Hy—0OH

HAuokcuauerondocdar

+
i Cnuyepon-3-pocpam-
de2udpo2enasa
HAL* '

yumoslonbnan
Hy=OH
H=OH

"2‘°‘®

nuuepon-3<pocar

MuToxoHapua

CH2-0-®
=0
Ha—OH
[uokcuaueronchoccpar

A

Fnuyepon-3-pocpam- PALH
de2udpoaenasa (
MUMOXONOPUANLHAR

Hy=OH
H=0OH
Hz=0~(F)

(nuuepon-3-hocdpar

OAL



glycerol phosphate
dehydrogenase

Mitochondrion

FADH, 8 ETC 2
P/O =2



OHepPreTNYeCcKknn BbiXod NosIHOro (a3pobHoro)
kaTabonmama rrnoKkosbl

ASPOOHBIN TAUKOAUN3

CH,,04+2ADP+2H,PO,+2NAD* = 2Pyruvate+2ATP+2NADHH*+2H,0

2 ATP + 2NADHH"

OxncanrteabHOE AckapOoxkcuamposanue [IBK

2 Pyruvate = 2 Acetyl-CoA + 2NADHH™ +2COQO,

2NADHH* (3ATP)

Oxkucaenmne anernaa-KoA B LITK
2 Acetyl-CoA+6NAD*+2FAD+2GTP+2H;P0O4+2H,0=4C0O,+6NADHH"+ 2FADH, + 2GTP

PNADHH* (3ATP) + 2FADH,(4ATP)+ 2GTP(2ATP)

Maaar-acIapTaTHBIU YEAHOK (+ 2 * 3 = 6 ATP)
['anmepo-docdaTHBIN YeAHOK (+2*2=4ATP) Total: 36-38 ATP



