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I[lmag naexknum

IIenTo3odocharHpiii NyTh — aJIbTEPHATUBHBIN MyTh
OKHCJICHHUS TIIOKO3bla

[ TroKkOHEOTeHEe3 — CUHTE3 TJIHOKO3bI U3 HCYITICBOAHBIX
IMPpCAINICCTBCHHHUKOBS

[ukn Kopu (rmmroxo301aKTaTHBIN ITHK).

TIDII oxkuciaeHU IITIOKO3bl. I JIFOKOHEOIEHES3




llenmoszoghocghamuvwlii nymev OKUCAEHUS 2/IHOKO3bl

buonornueckas poisip 11DII

Glucose

v

Glucose-6-Phosphate

Pentose Phosphate * Transketolase and

Pathway other enzymes

¥

Ribose-5-Phosphate + NADPH

l l

Nucleic acids Coenzymes, Steroids,

Complex sugars Fatty acids, Amino acids,

Coenzymes Neurotransmitters, and
Glutathione

[1PIT okuciaeHnsa TIFOKO3bl. | TFOKOHEOTEHES




llenmoszoghocghamuvlii nymes OKUCTAEHUS 2IHOKO3bL

buosiornueckas poib [1DII

G6PD

6-phospho-
glucose-6-phosphate
bl R gluconate
NADP+ NADPH|— BiO-synthetic
Reactions
v
(Several
GS-SG 2G-SH Reactions
Glutathione <
Reductase
v
Ribose

Anti-Oxidant

Activity

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3




Cxema I/leHI/I’ZOS’OQbOCd)CZWZHOZO nymu OKUCJIEeHUA 2IFOKO3bl

OkucnutenbHasa
6 HAOQ®* asa

HeokucnurtenbHas

s 6 NMoOKo3o0-6-

chocdpar

rMOKO30-6- 6 HAOOH + H’
chocchar deaudpozeHa3a

moMoRere 6 6-cpocpornioko-

JIaKTOH

9 hpyKTO30-6- l
chocar 6 6-cpoccpo-

MOKOHaT

mpaHcasn bdona3sbl

mpaHcKkemounasbl
dezudpozeHasa 6 HAOQ®"

6 HAO®OH + H’
6 puboso-

o-chpoccpar 6 CO,

TIDII oxkuciaeHU IITIOKO3bl. I JIFOKOHEOIEHES3




Cxema neHm03oqbocq’)amH030 nymu OKUCJIEeHUA 2IFOKO3bl

6 HALID'
SHALMH + H'
6 DocPOornKoHO-5-NaKToH

ke H.O

6 docdormokoHar
6 HAND"

6 CO, 6 HALDH + H'
6 Pubynozo-5-pocdar

2 Biitono-E-doodir 2 Kcunynoao-s-d)om\ﬂ\

2 Kcunynozo-5-pocoar

2 Ceporentynozo-7-¢docdar 2 NMuuepansaerun-3-gocdar

2 ¢pynoao-'6-¢oc¢ar 2 SpuTtpozo-4-pocdar

MOKO30-6- T PpyKTO30-6- ar 27T nLaernn-3-
27T (s] docda 2 Ppy :3 6-dpoch nwﬂm i

2 Tmoko3o-6-gpochar ¢pmoso’-ls-6uc¢oc¢m
P

DpykTO30-6-pocdar

I'mioko30-6-pochar

TIDII oxkuciaeHU IITIOKO3bl. I JIFOKOHEOIEHES3




llenmo3zoochamubiti nymov oKUCIeHUsL 2NH0KO3bl

OxucnurenpHad craausd [1DI]

CH,0PO*

Glucose 6-Phosphoglucono- Ribulose
6-phosphate o-lactone gluconate 5-phosphate

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES




llenmo3zoochamubiti nymov oKUCIeHUsL 2NH0KO3bl

YpaBHeHUE OKUCIUTEIbHOU cTaauu 11DI1

6 D-I'1iok030-6-docdar + 12 NADP* + 6 H,O —

6 D-pudy.iozo=8-pocpar + 12 NADPH(H?) +
6 CO,

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES




IIenTo30docdaTHbIil NyTh OKUCICHUS TIHOKO3bI

B3aumonpeBpaiiieHrue neHro3odocdaron
CH;OH
c=0
HO—#-OH
H-C—OH
HaC ~OPOsH;
CH,OH Kennynoso-5-cocdart
c=0
H-C~OH

|
H- ?-OH
H2C — OPO3H;

C':HO

Pu6ynoso-5-ocdar H-C—-OH
H-C-OH

Hz(': - 0OPO3H;

Pubo3o-5-pocar

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES




IIenTo30docdaTHbIil NyTh OKUCICHUS TIHOKO3bI

B3aumonpeBpaiiieHrue neHro3odocdaron

- @ ———

V3omepaza | 3numepasa

HCOH HCOH HCOH

CHQOPO3H2 CHQOPO:;HQ CHQOPO3H2

Pnboao-5-docdar Pubynoso-5-docdar Keunyno3so-o-gocdar

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES 10




llenmo3zoochamubiti nymo oKucieHus 210K03bl

Heoxucnurenraas craagusg [1OI1

HO—(C—H

H—C—OH Y
l bancketolane H—C—OH

+ H—C—O0H T——— H—C—Ol
: H—C—OH

|
H—C—OH ;
E H—C—OH
CH,0PO5?
CH,0P0O42"

Xylulose Ribose Glyceraldehyde Sedoheptulose
3-phosphate 7-phosphate

S-phosphate 5-phosphate

HO—C—H

H—C—OH HO—C—H

H—C—O0H H—C—OH

H—C—OH 11——1:l —Ql
CH,0PO;*
Glyceraldehyde Sedoheptulose Fructose
3-phosphate 7-phosphate 6-phosphate

—A—A—0A

CH,OPO.*

-
=

OH
OH

CH;OPO“

Erythrose
4-phosphate

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES
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llenmoszoghocghamuvwlii nymev OKUCAEHUS 2/IHOKO3bl

)

H

H

M
—0

OH

4
|
—C
é

H;OPO',"‘_

Erythrose
4-phosphate

Heoxucnurensnasa cragus 1HDI1

~._ _CH;OH

HO—C—H
+ H—C—OH
H—C—OH
H—C —OH CH,0PO*
CH,0PO5? |
CH,0PO

Xylulose Fructose Glyceraldehyde
5-phosphate 6-phosphate 3-phosphate

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES 12




llenmoszoghocghamuvlii nymes OKUCTAEHUS 2/IHOKO3bL

BanoBoe ypaBHEHUE OKUCIUTEIBHON ¥ HEOKUCIUTEILHOU
CTaguM MEHTO30(0C(PATHOTO IUKIIA MOKHO MPEJACTABUTH B
CIIEIYIOIIEM BUJICE

6 I'moxo3o-6-pocar + 7 H,O + 12 NADP* —
S I'mokosz0-6-pocpar + 6 CO, + H,PO, +
12 NADPH + 12 0"

NJIN

[moko30-6-docdar + 7 H,O + 12 NADP* —
6 CO, + H,PO, + 12 NADPH + 12 H*

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 13




llenmo3opocghammuvlii nymes oKucieHus 2noKo3vl

Hukianuyeckuu xapakrep IOII

(6)nioxo3o-6-cbocdat

t 12 NADPH+12H*
6 CO;
(6) Pubynoao-5-cpocchar

l WNaomepasa

(2)Kcunynoso- (2) Pn6o3o-5-thocpar (2)Kcunynoso-
5-cpocar (B 5-thocdhat
C5 CS

TpaxckeTonasa

muuepaneaervn CepgorenTtynoso-
aT 7-dpocdar
Cs Cy

2puUTpo3o-

e

®pykT030- muepansaerua
6-cpocchar 3-pocepat

|®
DpyKTO30-

1,6-6ucpocdar
Ce

l

DpyKTO30-

Ce

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3

14




llenmo3zoghocghammnviii nyms oxucienus 2uoKo3vl

OCOOCHHOCTh IIEHTO3HOIO MyTH B aJUMNOLMTAX

12 HAOQ®OH+H*

12 HAfo* B 3Tux kieTkax MHTEHCUBHO
UJET CHHTE3 KUPBIHX KHCIIOT
6 I'moxo30-6-@ SRR 1 NADPH 1petyercs B
/f s OOJBIINX KOJWYECTBaXs B 3TOM
rMmoko3o-6-® o claydae oOpasyrommecs: B
5 Mwoko30-6-@ HEOKHUCIUTSILHON CTaauu
. nporecca ¢ppykro30-6-hocdar
5 PpyKT030-6-D — 6 MNenroz0-5-0 [ rnepanbaerna-3-gocpar
BOBJICKAIOTCS B IIPOIIECC
T ; IJIFOKOHEorene3za, u [1DII
®pyxrozo-1,6-aud®@ > HAYHETCA CHOBAQa

1 MOonexyna

ONOA®D €—[AD

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES 15




llenmo3zoghocghammnviii nyms oxucienus 2uoKo3vl

OCOOECHHOCTh IIEHTO3HOIO IYTH B 3PUTPOIATAX

2HAQOY 2 HALOH+H*

KW3HENEeATECAbHOCTh SPUTPOIIUTA
Fnioxo30-6-® WSV REEER  3aBUCHT Kak oT ATP, Tak u

O, l NADPH. B >tom ciyuae
DpyKT030-6-® QERGEEEEE  00pa3yroluecs Ha BTOPOM
l cTaauM mpoiecca Gpykro30-6-
DpyKT030-1,6-aUD docdar u mmuepansaeru-3-

docdar BCTymarT Ha MyTh
IJIMKOJIN3aa

AOAD———> [AD

l\v 2AT®

NMupyBaT =——— flaxkrar

IIDII oxkuciaeHud IIIIOKO3bl. 1 JIIOKOHEOTEHES 16




[ 1rokoHeocenes

I mroxkoHEoOreHe3 — IMpoOcCC CUHTC3a ITITFOKO3bI de novo u3
HCYITICBOAHBIX ITPCAIICCTBCHHNKOBA

[ maBHast QyHKIHAS 3TOTO MpOoIECcCca =NOAACP)KAHUE YPOBHSA
IJIFOKO3bI B KPOBHU BO BPEMS TOJIOIAHUS U UHTEHCUBHOU
(U3n4eCcKor pabdOTHI.

[Iponiecc nmpoTekaeT B MEYEHU, MEHEE MHTEHCHBHO B KOPKOBOM
CJI0€ MOYEK M CIM3UCTOM JIUTEIINU KUIlIEYHUKAa. Hemocrarok
IJIFOKO3bI B KPOBH ITPEKJIE BCETO OLIYIIAET TOJIOBHOM MO3T,
KOTOPBIA HE MOYKET O0ECIIEUNTh MOTPEOHOCTh B SHEPTUU 3a CUET
MeTa0ou3Ma JPYyruX SHEProEMKUX BEIICCTB.

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 17




[ 1rokoHeocenes

BOJBIIMHCTBO peaKIuil ITIIOKOHEOTreHe3a MPOTEKAET 3a CUET
OOpaTUMBIX peaKIUM TJIMKOJIN3a M KaTadu3upyeTcs TEMHU KeE
(hepMeHTaMMU.

OpnHako oOpa3oBaHue (PochOCHOIMUPYBaTay THAPOIIN3
dpykro30-1-6-mudocdara u rmoxo3zo-6-pocdara
TEPMOJUMHAMHUYECKH HEOOpAaTUMbI M IIPOTEKAIOT JPYTHUMHU,
OOXOAHBIMHM ITyTSIMH.

CyOcTparhsl Il CHHTE3a IJIIOKO3bIs JIaKTaT, IMHUPYBaT, [IUIIEPOII,
TJIMKOT€HHBIC aMUHOKHUCIOTHIa

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 18




[ nmroxoHeoecenes

BrJiiloueHue CyoCTparoB B IVIIOKOHEOIeHE3

lnuuepon

[IDIT oKUCIIEHUS DIIOKO3bla [ TIOKOHEOTeHE? 19




[ nroxkoneoecenes

Glucose

PSSl CyMMapHOe ypaBHEHHUE
' DIFOKOHEOreHe3a

Fructose 6-phosphate
ATP —

. tp
ADP =" H Fructose bisphosphatase

Fructosetﬁ-L 2 HI/IpyBaT + 4 ATP + 2 GTP + 2
R et el NADH +2H* + 4 H,0 —

[

INAD®

INADH + H'|

g [mokosa + 4 ADP + 2 GDP + 2
ATP +
3-phosphi>glycerale NAD + 6 H3PO4

2-phosphoglycerate

Phosphoenolpyruvate
-~

,/"’ Z co 2
4

GDP Phosphoenoipyruvate
GTP carboxykinase

Oxaloacetate
ADP
" ATP Pyruvate carboxylase
b co,
Pyruvate

[IDII oxuciIeHns TIIOKO3bla [ TIOKOHEOTEHES A




[ 1rokoHeocenes

1. IIpeBpamenne nupysara B OEII
(oOpasoBanue okcaoareTara, €ro TPaHCIOPT B LUATO30JIb U IPEBPAIICHUE B

dochoeHommupyBar)

1 — TpaHCIIOPT NMHUpyBaTa M3 IUTO30JISI B MUTOXOHJIPHIO; 2= IIPEBpallcHre IHpyBara B
okcanoanerar (OA); 3 — npeBpamenre OA B Majat uian acraprar; 4 — TpaHCIIOPT acliapTara
¥ MajlaTa U3 MUTOXOHJIPHH B IIUTO30JIb; D — mpeBpanieHue acnaprara B OAj 6 — npeBpainenue

OA B pocdoenonmnupynars

Fmoxosa

3 SRS 6 ; :

|
ﬂupyaaT2—~—~ OA -+ Acn Acn—— OA—— DoccoeHonnupyBar

Lurozone

5
Manat
MuToxoHapun Manar 4

3

[IDII okuCIeHNUS TIOKO36I- | TIOKOHEOT€HES 21




[ 1rokoHeocenes

OOpa3zoBaHue okcajnoalerara U3 nupyBara

MuroxoHaApUaJIbHbIA (epMEHT
NUPYBATKAPOOKCUIIA32,

e ‘ KATAJH3UPYIOLIasi JAHHOE
CHs 1CO;; AT® AN+ Pi npeBpaiieHne MUpyBara y B

1 g
C=0 e 2 KavecTBe KoepMeHTa
|

COO’ BuoTuH COlepPKUT OMOTHH. Peakuusi
lnpysaTkapGokcunasa MPOTEKAET C 3aTPATOH

MOJIeKYJIbl ATP.

Mupyear Oxkcanoaterar

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 22




[ 1rokoHeocenes

[IpeBpanieHne okcajgoalerara B Majar

Jlnst okcasoarierara BHYTPEHHSST MeMOpaHa MUTOXOHIPUI HEPOHHUIIaeMa,
¥ TPAHCIIOPT €r0 B MUTOILIA3MYy KIIETKH MPOHCXOIUT C ITOMOIIBIO
MaJaTHOTO YETHOYHOTO MEXaHW3Ma, CMBICII KOTOPOTO 3aKJITIOYAeTCs B
BOCCTAHOBJICHHH OKcajoareTara J0 MajaTa Mmoja JeiCTBUEM
MHUTOXOHIAPHATILHOTO (PEpMEHTa MalaTaeTuaAPOTCHA3H.

ManaT BBEIXOAUT B IUTOILIA3MY, TJC ITUTOIIa3MaTHICCKAs
MaJaTIeTuaIporeHasa OKMUCIseT MajlaT 10 OKCaJloalleTaTas
MutoxouapuaisHas manataeruaporeHaza NADH—-3apucnmas, a
LIUTO30JIbHAs B KadecTBe Koepmenta comepxutr NAD*

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 23




[ 1rokoHeocenes

[IpeBpaliieHHe OKcanoalerara B Majar

900'
CH;
ri-——"
C =0

NADH+H" NAD®

COO" ManargerngporeHasa

OkcanoaueTar

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 24




[ 1rokoHeocenes

OOpa3oBanue QpocdoeHoIIupyBaTa

B nocnenyronie peakiiuui, Karaau3upyemMon (GepMEeHTOM
(dochoeHOMIIUPYBaTKAPOOKCUKNHA30M U3 OKcajoalieTara oopasyeTcs

dochoenonmupysar. Peakius Mg-3aBucumas nu monopom docdara
ciyxut GTP.

————

r
|
K :_ng | rooe CH, 0

I |
;44—. C oo O o p_ O’
dochoerHonnupyear- L 6

xapboKCUKMHa3aa cO0O

Okcanoanerar dochoeHonupyBaT

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 25




[ moxoneoecenes

2. JlebpochopunupoBanne ppykroszo=1,6-mudocdara

CH,— OPO,H, CH,— OPO,H,

HO dbpyxroso-1,6-mudocdarasa HO

OH OH
H,0 1.0
OH OH

¢pyxroso-1,6-andochar dpyxrozoe-6-docdar

Oo6pa3oBaBmmiics (pykro30=-6-hocdar
docdormokon3zomepaszon MepeBOAUTCS
B TJIIOK030-6-dhocdar.

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 26




[ moxoneoecenes

3. JledbochopunupoBanne rroko30-6-pocdara

CH,—OPO H,
0

rI0K030-6-ochara3a

OH 7?" OH

H
HE 05 H,0 1110, i c

OH OH

T0K030-6-hocdar r0KO3a

[I®DII okuciaeHUS IIOKO36I. I TIOKOHEOT€HE3 27




Peeyjz;muﬂ SJIIOKOHeozeHe3A

MexaHu3Mbl PETYISIMUA TIIFOKOHEOT€HE3A

PerynstopasiM (pepMEHTOM B TJIFOKOHEOTCHE3E SBIISICTCS
nUpyBaTKapOOKCHIIa3a, KOTOpas akTUBHpyeTcs aneTui=CoA Torma ,
KOTJa B MUTOXOHJIPHUSIX HaKaIlJIMBACTCS OONbINE JTaHHOTO
cyocTpara, yem Tpeodyercs mis nporekanue [[TK.

OnHoBpeMeHHO aneTuia=CoA MHruOUpyeT
IUPYBaTACTUAPOTreHA3HBIM KOMILJIEKCy YTO HMPUBOIUT K
3aMEJIJICHUIO OKHCIICHUS MUPyBaTa M CIIOCOOCTBYET BOBJICUCHHUIO
€ro B IIIOKOHEOTCHE3.

1HDII oxkuciaeHus K036l | TIOKOHEQreHes 28




Peeyjz;muﬂ SJIIOKOHeozeHe3A

MexaHu3Mbl PETYISIMUA TIIFOKOHEOT€HE3A

dpykT030-1,6-011chocdaraza narnbupyercs AMP u
dpykro30-2,6-6rchocdarom, akruBupyercs ATP. Dt
METa0OIUTH SBISAIOTCSA MHTHONTOpamMu pochodpykroknHass=1,
IJJABHOT'O PETYISATOPHOTO (pepMeHTa IIMKOJIN3a. U aKTUBUPYET
dochodpykroxknnazy=-1.

Takum 00pa3zoM, MIMKOINW3 U TIIIOKOHEOICHE3 PEryIUPYIOTCS
PELUIIPOKHO W HE MOTYT OCYILECTBIATHCSA B KIIETKAX
OJITHOBPEMEHHO

1HDII oxkuciaeHus K036l | TIOKOHEQreHes 29




Hukn Kopu (2ntoxo3o=nakmammuutit yuxi)

CHHTEe3 INIIOKO03bI U3 JIaKTaTa

JlakTar U3 MBI MOCTYNAeT B KPOBby 3aTE€M B NeUeHbs B meueHu
IO/l AeMCTBHEM JIAKTATAETHAPOreHAa3a JaKTAT IPeBPAaIIaeTCs B
NUPYBaTy BKIAKYAKOIIETOCH /ajiee B INIIKOHEOIreHe3s
OoOpa3zoBaBHIasics IVIIOK03Aa U3 MEYEHU NMOCTYIAaeT B KPOBb U 3aTeM B
MBI bla

Bruine u3J10:keHHasl MOCJaeA0BaTeJIbHOCTh COOBITHI Ha3bLIBaeTcCs
«IVIIOKO030=TTAKTATHBIM IUKJIOM», WM «HuKJI0M Kopu».

1HDII oxkuciaeHus K036l | TIOKOHEQreHes 30




Linkn Kopu (r/1roKo30/1aKTaTHbIN LINK/T)

Cxema nukina Kopu

A

[ nokoHeoreHes

2 Nakrar

2 Nakrar

MbiLLb,
SpPUTPOLMTHI

KpoBb

Mnuvkonua

2AT®




Linkn Kopu (r/1roKo30/1aKTaTHbIN LINK/T)

ITosscHenue k cxeme ukiaa Kopu

1 - mocTymieHne makTara U3 COKPAIIAFOIICHCS MBIIIIBI C TOKOM
KPOBH B IICUCHbB}

2 — CUHTE3 IVIIOKO3bI U3 JIAKTara B I[ICYCHU

3 — NOCTYIUICHUE TIIFOKO3BI U3 ICUCHH ¢ TOKOM KPOBHU B
pabOoTAaIONIYIO0 MBIIIITY}

4 — ¥CHnoJB30BaHNUE TUIIOKO3bI KaK dHEPIeTHUYSCKOro cyocTpara
COKpAILIAOIIEHCs MBIIIIEH 1 00pa30BaHUE JIaKTaTa.

1HDII oxkuciaeHus K036l | TIOKOHEQreHes
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