I ekcozomoHO(pOCPATHBIN NYTH
IIeHT030(h0C(haTHBIN NYTh

[ ekcozoMmonodocharaeii nyre - I MII (HMW),
4acTO Ha3bIBA€MbIM TakKe MeHT030(hoC(aTHBIM
IyTeM, SBISICTCA OKHUCIMTEIbHBIM OOMEHOM
BEIICCTB B IMTOILIA3ME, B KOTOPOM, KaK U B
IJIUKOJIM3€, HCXOAHBIM CYOCTpaTOM  CIY>KUT
IJIFOK030-6-(ocdar.
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Jlokanusaums nNeHTo30POoCPATHOro LUKna
° ne\-leHb, MOJI0YHbIE U HaANO4Ye4YHbl€e XeJle3bl, Xuposas
TKAHb

- Oputpouutn (HAO®H nogaepxvnBaeT BOCCTaHOBIEHHOE
)Keneso)

- Bce pepmeHTHI HaX0ATCA B LMUTO3O0NeE.
- HE npoxoauT B ckeneTHbIX MbILLLaX.

1
Tissues with active pentose phosphate pathways
Tissue Function
Adrenal gland Steroid synthesis
Liver Fatty acid and cholesterol synthesis
Testes Steroid synthesis
Adipose tissue Fatty acid synthesis
Ovary Steroid synthesis
Mammary gland Fatty acid synthesis
Red blood cells Maintenance of reduced glutathione




PHASE 1 Glucose 6-phosphate

(oxidative) N

Hse asbl: | 2 NADP
1\» 2 NADPH
1) OkucnutenbHas Ribulose 5-phosphate
dgpasa, /
2) Ribose Xylulose
HeokucnuTtenbHas 5-phosphate (Cs) 5-phosphate (Cs)
dgpasa ( ‘
(TpaHckeTonasHasn/ GaR(C  _Sedoheptulose
TpaHcanbAonasHas % Zphosphiate (67)
cuctema) — \
Fructose Erythose Xylulose
6-phosphate (Cg) | 4- phosphate (Ca) 5-phosphate (Cs)

PHASE 2 [ Fructose \

(nonoxidative) 6-phosphate (Cs)] GAP (C3)




IO
CH-0—PL - i ARDT | AAOH+H" CH,-0—PL -

H O. OH q 0 iii
H \ H . g HO——H
OH H > OH H —O0

OH H ap éi d-6-61nb ad OH 6-671fioiaepéiiicaédiiaca
I OH aaaéaodi &i aca i -
Aép & ¢ -6-011dad 6-01101 86p & i 1 €aédl i
o, O O O
A\ N\

C oy n CAAR +

H——OH H——OH
HO——H N / _ 0=

H——0OH 6fA6iapéifao  H——OH
H——OH O daaeddr aar aga H——OH O
CH,—O— PO CH,—O— PO
O O

H,C—OH
—0
H——OH




HeokucnurenbHaa ¢asa

BsaumonpespalyeHus karanmsmpyetcs
TPAHCKeTOoNa3on U TpaHCasnbaosnasoun

- TpaHcKkenvs1asa W hpaHcanbAos1asa UMET
LWUPOKYLO CcYbBCTpaTHYIO cneunugpuUYHOCTb

* KATAIN3NPYIOT OBMEeH ABYX- U
TpeXyrneBoAHbIX (PparmeHTOB Mexay
caxapamu

- [lna o6onx qpepmeHTOB OAUH CcybcTpart
ABMNAETCA anbAO30MU, IPYron - KeTo3omn
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HC=0 sicco o o oanznss HoC—OH  xrsci o A ss H,C—OH

dedcéi ¢f -5-67nb ao deacei ¢f -5-67nb6 ao
H——OH éd | ddaca —0 yi'el adaca —O
H OH = = H——OH - >~ HO——H
H——OH O H——OH O H——OH (3
1 i 1 -
CH,—O0—P—O0 CH,—O0— 1|>—0' CH,—O0—P—0
0 o) ) o
pbedi d -5-01 ndaod Peadél ¢ -5-01 noao Eneéoél ¢ -5-01 noao
HC=0 H,C—OH H,C—OH H o
H——OH —O o 0 —QO 72
H—|—OH +  HO——H = — HO——H + H OH O
H——OH O H——OH o 0dlnaoiéaca H——OH CHy—O—P—O"
| |
CH,—0—P—0 CH,—O0—P—0 H——OH o}
O 0 H——OH 0 .
4 G561 e ARSEAE (6 EAT R aee0aVMIAGRE-3-01 DA
dedi ¢ -5-61fibdad éfieeodl g -5-01noad CH,—O—P—0




H\ //O —
C H,C—OH —O i o
H——OH — 0O HO——H N 7
H——OH Q oo = H——0H H——OH 0
CH2—0—1|3—O H——omn ﬂ) 0 dai fiéao T éaca H——OH O CH2—O—P|>—O'
O CH,—O— l|3—O' CHy-0— ||3—O &
A O- O ~
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L 5 Va . H\C 0
HO——H H OH O 1
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— CH,—O0—P— = 1
. on 2 A H OH H——OH O
S BT G EAcs e
N S 0 dai naéuar éaga H OH O CHy— O_}I)_ 0
I Ace63026(155803-3-61 10 &0 (’HZ‘O_T)_O o
CH,—O0—P—0 o
0 03683 ¢ -6-61 Fi6 a0 Y3031 d -4-61 /020

AA A Y




CyMMapHO€ ypaBHEHHE IIEHTO30(0C(HaTHOIO ITYTH:

3 ok030-6-pocar + 6 NADP" — 3CO, + 6 (NADPH

+ HY) + 2 ¢ppykTo30-6-dochar + mimuepanabaerua-3-

dochar.




Ponb neHTo3ogocepaTHOro nyTu

(1) CuHTtes HAOZH (nna 6uocuHTE3a XUPHbIX
KUCNOT N CTeponaos)

(2) CuHTe3 puboso-5-goceara (ana bnocuHTesa
OHK 1 PHK 1 HekoTOpbIX KOPaKTOpOB)

(3) ObecneunBaetr metabonusm “"HeoObIYHbIX
caxapoB” (4, 5 n 7 xapboHoB).

B neHTo3o0qocpaTHOM LmnKne AT® He
CUHTe3npyeTcs.
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Perynauus HanpaBneHHOCTH peakuumn B
neHTo30docdaTHOM LIMKITE OCYLLECTBAETCA . oop.
doepmMmeHTamMu, y4acTBYOLMMU B 3TOM LIUKNE:

Perynauua neHto3odocgaTHOro nyTu:

M30bLITOK TOr0O WM UWHOro cyobcTparta noaaBnsdeT
aKTUBHOCTb (epMeHTa, KaTanuaumpyruwlero ero
CUHTES3, NN aKTUBUPYET PEPMEHT, KaTanmsnpyroLinn
ero TpaHcopmauuto B gpyroe coeguHeHue.




Perynauua neHTo30¢poc@paTHOro
nyTw

Cneoyer npu3HaTtb BO3MOXHbLIM 06000LlEHNME B  OAOMWH
CYMMapHbIM Mpouecc aHaspoOHOW drasbl MEHTO3HOMo MyTU
npesBpalleHnsa yrnesodoB W rnukonusa. [lpy aTOM pornb
BaXXHeNWero peryndaropa [OaHHOMo npouecca urpaet
apuTpo30-4-docdart. B 3aBUCUMOCTM OT TOro, NPOUCXoauT Nnn
MHTEHCUBHOE ncnonb3oBaHue doocponeHTos nnm
docdoneHTo3bl 00pasylTcsd B OnNTUManbHOM  M30bITKE,
apuTpPo30-4-doocdat y4acTByeT NMbOO B arnbgornasHon peakuum
c obpasoBaHnem cepgorenTynoso-1,7-gndocdara, nmdo B
TPpaHCKETONa3HOW peakunmm ¢ obpasoBaHMEM PPYKTO30-6-
doocdaTa 1 rmoKo30-6-pocdara.
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UHTeHcusHocTb TTETT B pasnuuHbIX
TKAHAX

OTHOCHT. KOJIMYECTBA IIIOKO3bI, IPEBPALIAIOIIAECS YEPE3
[I®OII, HeoauHakOBBI B pPa3HBIX TKaHAX. B  MbImax
CKOPOCTh IMEHT030(h0oCc(haTHOro IHYKJIa O4YECHb HHU3KA, a B
neucHn He MeHee 30% CO, obpasyeTcs mpu OKHCICHHUH
IJIFOKO3bI B ITIEHT030(poc(harHoOM IuKJIe. B ap. TkaHsXx, 17e
AKTHUBHO MPOXOAUT OHMOCHHTE3 JKMPHBIX KHCJIOT U
CTEpPOHUJ0B (CEMECHHHUKAX, *KMUPOBOM TKAHH, JICMKOIMUTAX,
KOpE€  HAJANOYCYHHMKOB, MOJOYHOM  Kejue3e), J0JIs

eHT030(PoCcdaTHOTO [UKJIa B OKMCJIMTEIILHOM
MeTa0OJIM3Me IITIOKO3bI TAK)KE OYCHDb 3HAUMTEIIbHA.
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UHTeHcusHocTb TTETT B pasnuuHbIX
TKAHAX

MHTEHCHUBHOCTh MEHTO30(h0C(PATHOrO IHUKJIA 3aBUCUT OT (DYHKIIHOH.
COCTOSIHUSI TKAaHU M OT FOPMOHAJIBHOIO cTaryca (Hamp., B IEYCHHU
PE3KO CHMIKAETCS MPU TOJOJAHNUH W3-3a WHAKTUBAILIMU JECTUAPOTEHAa3
MeHTO030()OC(PaTHOro IUKIa W BOCCTAHABIMBACTCS BCKOpPE IIOCIE
kopMmJieHHs1 ). CKOpOCTh MEHTO30(h0C(PATHOrO IUKJIIA PEryIUpPyEeTCs B
nepBylo odepenb koHueHTpauuern HAJIOH. O0e nperuaporeHasbl
neHTo3odocdarHoro mukiaa (p-umd 1 w 3) YyBCTBUTEIBHBI K
n3MeHeHU0 BelndyuHbl oTHomeHus HAJIO/HAJDPH: npu ero
BeanunHe 0,02 akTUBHOCTH JIETHAPOreHa3 B IEYCHU MAKCUMAJIbHA, a
npu BennunHe 0,01  cHmxkaercs Ha  90%. VIHTEHCHUBHBIM
eHTO030()OC(ATHBIN UK IPOUCXOAUT B dIPUTPOIUTAX, YTO CBSA3AHO
¢ HeoOxomumocTthio  HAJIDH-3aBucuMoro  BOCCTAHOBJICHUS

JTyTaTHOHA Ko(aKTopa Iy TaTHOHPEAYKTa3bl SPUTPOLIUTOB. [ |
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HenocrtarouHocTb HekoTOopbix pepmeHTos TTETT

Hapymenus ()YHKIMOHUPOBAHUS  HEKOTOPBIX (epMEHTOB
NEeHTO30()OC(PATHOTO IMKJIA MPUBOAIT K PA3BUTHIO TSKEIBIX
3a00eBaHui  4denoBeka. HemocTaroyHOCTh IHOK030-6-ocdar-
JIETUAPOTEHA3bl B SPUTPOLIUTAX CIY>KUT MPUUYUHOMN JICK. TEMOJIUTHY.
AaHEMHM, a CHM)KCHHME AaKTHBHOCTH TPAHCKETOJa3bl B PE3yJIbTare
HapyIICHUSI €€ CHOCOOHOCTH CBS3BIBATh THAMHUH TIPUBOAUT K
PA3BUTUIO HEPBHO-TICUXWY. PACCTPOMCTBA. CHUHIApOMa BepHuke -
Kopcaxkosa.

OtkpeiTie O. Bapoyrom B 1931 depmenTa rroko30-6-docdar-
JIEeTUAPOreHAa3HI, KaTaJu3UuPYIOIIETO 1(50):3% (0 PEAKIMIO
neHTo3odocdaTHoro I1uKIa, CASIAI0 BO3MOXKHBIM €ro IIOJHYIO
pacinipoBKy, KoTopyr ocyimectBuinn F [ukenc, @. Jlunman, 3.
3kep U b. Xopekep. =
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Ilenro3odochaTHblii NyTh: KIMHHYECKHE ACTICKTHI

[Ienro3odocdaTHeiii MyTh B SPUTPOLUTAX IOCTABIISACT
HAJI®H 119 BOCCTAHOBICHHSA OKHCICHHOIO TIJTyTATHOHA
(GSSG) B BoccTanosaeHusii rrytatioH (GSH), sta peaxiusa
KaTATU3UPYETCS Iy TATUOHPEAYKTA30MU :

GSSG+NADPH+H" —— 2 GSH + NADP”

BoccTraHOBICHHBIM INIYTATHOH Pa3pyIlacT B SPUTPOLMTAX
H,0, B X0/JIC pPCaKIIUH, KaTATU3UPYCMO
[Ty TATHOHIICPOKCHUIA30M |

2GSH+H,0, —  GSSG +2 H,0

Hakommerme H,0O, wMoxkeT COKpatuTh BpeMsa KU3HH
SPUTPOLIUTOB IYTEM TOBBIILICHUS CKOPOCTH OKHUCIICHUS
4 reMOIrJIOOMHA B METTEMOTITIOOUH. »

6-15




OepuuuT rnoko3o-6-cgocear AermaporeHasbl - IHIUMONATHS,
KoTopasi NopaxaeT COTHWN MUITIMOHOB NHOAEMN.

10% nropen cpeanseMHOMOPCKOrO perroHa NMeroT 3TOT
reHeTUYeCcKNn aedeKT.

IApUTPOLUTLI CO CHUXKEHbIM
YpOBHEeM BOCCTaHOBMEHHOIO
rnytatMoHa 6onee YyBCTBUTENbHbI
K remonusy 1 nerko paspyLuaoTcs,
0CO6EHHO NPU UHTOKCUKALINAX
nexkapcrBamu (Hanpumep,
QHTUMANAPUAHBIMU NPenapaTami).

Te xe nocneacTemA BbI3bIBALT Y
HeKOToéprX nrofeu ynotpebneHne 8 ApuUTpoumUThl, KOTOpbie
nuwy 6o6os (Vicia faba). coaepxar

B Taxenbix cnyyasx maccuBHas Tenbua XewHua.

AeCTPYKLUMA 3pUTPOLINTOB MOXeT
NPUBECTMU K CMepTH.
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