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Iloau- u onuzocaxapuodsi 8 Hesyo0oUHO-
Kuwe4HomM mpakme nod deticmsuem
2/1uKo3udas pacwenastomes 0o
MOHOCAXAPUA08 U 8CACHIBAIOMCS 8 KPOBb.

I'hruxo3udaswi -

sudpoaumuyeckue hepmeHmbl:

-, - u y-amunaswl, Maibmasda, UHyJaUHA3dq,
caxapasa, 1akmasa u op.



OcHOBHbIMU nymsamu 6HYympukJiemo41Hoco
Mmemaboausma yeﬂeeoaoe ABJIAOIMCA.

[l enukonus;

[l enukoeeHonUu3;

[l neHmo3omoHopochamHbili nymbw;
[l 2nrokoHeo2eHes;
[l enukozeHoz2eHes.
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Inuxoaus — nocaedosamenbHOCMb peakuull
OKUCJIeHUS 2/110K03bl 8 pe3yJibIndaine KOmopblxX:

[l 8 aHasapobHblx ycaosusx obpazyemcs
MOJI0YHAA Kucjaoma (nakmam);

[ 6 aspobHbix — NUPOBUHO2PAOHAA KUCAOM
(nupysam).

Jlokanusauus npouecca — yuumonjaasma.



3HayeHue ariuKkosu3a

< HPOMEMCymO‘lele Memaboaumuit s6a910mMcA
npeawecmeeHHuKamu daa cunmesa amuHokuc/aoIm,
asormnucmsix OCHOGGHU&, Aunuodos u ap

o (OxucneHue 2/110K03bl conpoeomaaemCﬂ

obpazosavuem ATP nymem cybcmpamHozo
¢docpopunuposaHus.



¢ B anas’pobHbIX ycaosuax 2aukoaus — 3mo

eduHCMBeHHbIU Npouecc 8 Kaemkax, npusodawuli K
obpazosaHuro ATP

& B as3pobHbix ycaosuax obpasyrowulicsa nupysam
nocmynaem 8 uuka Kpeb6ca, 2de npoucxodum
danvHetiwee nonHoe okucaeHue 210ko3bt do CO , H O u
gbldesisemcs 60blWoe KOUu4ecmaeo sHepaul.



B aHa3pobHbix ycrnosusx (11 peakyuu)

C.H,O. + 2AL0® + 2HPO—

12 6
8J'IfOKO3a

<2 CH,CHOHCOOH + 2AT® + 2H,0

Jiakmam

B aspobHbix ycrosusx (10 peakuyuu)

CH O + 2A00 + JHPO + JHALHS

cJ1l0KO3a

<~—>2CHCOCOOH + 2AT® + 2H,0 + 2HAHH"

rupyeam



CTA/

INodzomosumeavHas cmadusn

(cmadua akmueauuu 2110K03bl):
- 5 peakuuii;
— 1 MOJIEKY1d 2eKCO3bl (2/110K03bl) pacenasemcs Ha
2 moaekyawvl hochompuos (2 enuuepanrsbdezudgpocpama)

Cmadus cenepauuu ATP:

- 6 (5) peaxuuti;

— 9Hep2us OKUCIUMEeNbHbIX peakuuli mpaHcphopmupyemcs
e xumuueckyto snepauto AT® (e peakuuax cybcmpamuozo
¢pocpopunupoearus)



[TonroroBuTE/NBHAS CTAAUS:
% Heobpamumoe obpazosaHue 2110k030 -6-pochama.

% Heobpamumoe o6pazosarue GpykT030-1,6-1ndocdara.

(kIrOYeBast peakiiys, KIo4eBou pepMeHT).

Crapus renepauuu ATO:
% Obpamumas peakyus 2aukoaumuyeckol okcupedykuyuu

% O6pamumas peaxyus obpazosaHus ¢copenuyepama ux
dugocpoznuyepama, conpogoxcoarowasnca cybcmpamHvim
¢pocpopunuposaHuem.

% Heobpamumas peakyusa obpaszosaHus nupysama us
¢pocoeronnupysama, conpogoxcoarowiasncs cybcmpamHosim
¢pocpopunuposaHuem.

Mexaru3m pecyasayuu akmusHocmu
KJlroveesblx gﬁepMeHmoe 2J/auKoau3sa — Cl]l]locmepll‘leCKUﬁ.



epretn4eckmnm NKOJ1N3Aa

B anaspo6bHbix ycnosuax

Pacxod ATP:

8 nodeomosumenibHol cmaduu 2AUKOAU3A 3ampavueaemecs 2

monexkyavl AT® na ocipopunuposaHue 2110k03bl U HhpyKkmo3o-6
¢pocpama.

O6pa3zoeanue ATP:

4 moaekyavlt AT® obpazyemcs 8 peakyusax cybcmpamHozo

docgopunuposarusn 8 npouecce okucieHus 08yX MONEKYJ
¢doccompuo3s

CymmapHo — 2 monekyavt ATP.



B aspob6Hhbix
Pacxo0 ATO:

8 N0020MosUMENbHOU cmaduu 21UK0AU3A 3aAMpPa4u8aemcs 2
monexkyavl AT® na pocghopunuposaHue 2110k03bl U hpyKmo3o-6
¢pocpama.

O6paszoearnue ATP:

4 monexyawvl AT® obpazyemcs 8 peakyusx cybcmpamHozo
docopunuposaHusa 8 npouecce OKucaeHUS 08YX MOSEKY
¢pocghompuos,

6 moaexyn ATP obpazyemcs 8 xode OKUCAUMENbHO20
¢ocgpopunuposarus (npu nepedaue e 8 dblXxameabHyo Uenbs
mumoxondputi om HA/IH).

CymmapHo — 8 moaexyn ATP.




[ TINKOTI'EHOJINS

I'nukozeHonus - pacwenneHue 2a1UKO2eHA NO
duxomomuyeckomy (enukoaumu4eckomy) nymu.

BHympuKﬂemquoe pacuwenjieHue cjiuKkoceHd

npoucxodum nymem ¢pocgpoponu3sa, 8 peyabvmame
KOomopoz2o obpazyemcs 2110k030-1-gpocham.



docdopunasza

['makoren + H;PO, » T[OKo030-1-pocdar
docdorokoMyTasa
r1roK030-1-docdar » TII0K030-0-bocdar

!

IVIMKOJIN3



HepreTn4eckmnn danaHc rmmKoreHosIn3e

Pacxod ATP:

8 nodeomosumeibHOU cmaduu 2AUKO02eHONU3d
zampauusaemcs 1 moaexkyna AT® na
¢pocopunuposaHue ppykmo3so-6 gpocama.

O6pazoeanue ATD:

4 monekynavl AT® obpaszyemcs e peakuusnx
cybcmpamHoeo ocopunuposaHus 8 npouecce
okuceHus dgyx moaekyn pocdpompuo3

CymmapHo — 3 monekyivl ATQ.




eryndauna rmmkoreHosin3a

CnoxcHbllli MHO2OCMYyneH4ambiil (kackadmwill) npouec,
KOHMpPOJAUpyemMbll 20pMOHAMU U
Helipomeduamopamu (¢ yuacmuem 6MmopudHbIX

nocpedrukos uAM®, Ca*").

Kntouegoti pepmernm (peeynsmopHuiiil) —
2aukKkozeH@ocgopuarasa.

¢ Axmueamopsl 21UK02eHOAU3A: A0PEeHANUH,
2/110Ka20H, HopadpeHaauH u dp.

¢ Hnzubumopuvl eaukozeHOAU3A: UHCYJIUH,
npocmaznaHduHwl 2p.E u dp.



IZTIOKOHEOI'EHES3

IntoKkoHeoz2eHe3 — cuHme3 2/110K03bl U3 HEY2/1e800HbIX
coeduHeHuli no nymu obpamumblx peakyuil 2AUKOAU3A.

Heobpamumble peakuuu 2aukoau3a «npeodoesaromes»
06X00HbIMU NyMAMU 2/1I0KOHeO02eHe3d.



InroxkoHeo2eHe3

2 [Tupyeam + 4AT® + 2I'T® + 2HA/IHH" —
— Inrokoza + 4AZ]P + 21/]P + 6H3PO4+ 2HAT"



I/TUKO
Inukoz2eHoz2eHe3 — CUHTE3 IIMKOT€HA U3 ITTIOKO3HL.

Cmaduu cunmesa uenu 2aukozeHa
Cunmes oauzocaxapuda (nmin = 11) — yoauHeHue uenu
c obpaszosaruem 1,4-ces3ell.

Ileperoc wacmu oauzocaxapuda (nmin = 6) Ha
3ampaeo4Hyio uensv ¢ 06pazosaHuem

1,6-c853U — 06pasyemcsa HOB8AS 6eMEb.

YonuneHue ueneti (Hogoli gemeu) ¢ obpazosaHuem
1,4-cssa3ell.
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I panynel enuxozena
6 cenamoyumax

3 TJIMKOT€HA B OPTraHU3
HAKaITMBAETCS B TeYEHH.
Heob6xomum a1 moamep>xkaHust
YPOBHS T/TIOKO3bI B KDOBH
(rTMKOTreH—ITI0K030-6-pocdaT—
IJIFOKO34).

73 TJINKOT€HA B OPTaHHU3Me
OTKJIQIbIBA€TCS B MBIIIITIAX.
Heo0Oxoaum 111 BOCIIOJTHEHU ST
SHEPreTUYeCKUX MoTpeOHOCTEH
OpraHH3Ma.

B rimoko3y He nmpeBpalaeTcs.



HpanKmOM duxomomu4ecko20 pacwenjieHus 2/1l0K0O3bl
(BJIUKOEGHCI) 6 a.3p06Hle ycaoeusx sensnaemcs

nupoeunoepaanaﬂ KucJjaoma

]
H.C—C—COOH
nRUpyeam



HC/IMTEJIbHOE JTEKAP JIHPOBAHHUE
ITHPOBHHOTPATHOH KHC/IOTHBI

MynbsrudepMeHTHBIN NHUPYBaTAETUAPOTeHa3HbIN
KOMILJIEKC
JloKanu3anus: MAaTPUKC MUTOXOHIPUH.

OEPMEHTHI KODPAKTOPLI
nupyeataervaporeHasa (E,) TnamuHnupodocdart (Trd)
aurugponunonnaueTun- Innoesas kucnota (J1K)

TpaHcdepasa (E,)
aurugponunoungerngporeHasa (E3) DA

HS-KoA
HAL"



H

nupyeam

O

— > HCc—tnSKoA +| HAIHH |+ coO,

auemun-KoA

IHepzemuueckuli 6anamc
oKUCAUMeNbH020 deKapboKCcuaUupo8aHUa nupysama:

3 ATP (o6pasyromcs npu nepedave 60CCMAHOBUMENbHBIX
akeusaieHmos om eoccmaHosaeHHoz2o HA/[H &
371eKMPOHMPAHCNOPIMHYI0 Uenb MUumoxoHdputi)



N

OxucaumenvHoe dekapbokcuauposaHue
NUPOBUHO2PAOJHOU KUCOMbl —

Heob6pamumbiil npouecc



Xanc Kpebc
(1900-1981)

B 1953 roay (coBMecTHO
¢ @.-A. J/lunnMaHOM) YAOCTOEH
HobGeneBckoii mpeMuu B 001aCTH
GHU3HOIOTUN T MEeIUITUHBI 32
OTKPBITHE IIUK/Ia TUMOHHOM
KU CJIOTBI



] «1-Kpebca T TPHUKAPOOHOBBIX KHC.

" IMMOHHOM KUC/IOThI) — KOHEYHBIH
KaTa0Oo/IMYeCKUM ITyTh OKHC/IEHUS BCeX
coeIMHEHUU B adPOOHBIX YCIIOBHUSIX.

- e

[ YHUBepcanbHbIA MEXaHU3M OKUCIEHUS Y BCeX
YXMUBBIX OPTAaHU3MOB.

0 AM¢puoommIecKuit MeTaboTMIYeCcKUH MyTh.
[] Jlokanm3anuys IMKJIa — MaTPUKC MUTOXOHIPUHA.

CHBCO~S-K0A +3HAT" + PAT + I/IP + PH —
— 2C0O, + HS-KoA +3HA/IHH" + ®PA/IH + I'T®
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AueTtun-Koh | YKupHbie
HHPH]\T/]AHHH 1 / KUCJIOTHI,
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Pezynauusa Hukna Kpebca

0 Jlumumupyrowuti pakmop uuxkna Kpebca - docmynHocms

okcajioauemamad.
M cTouHMKM OKcajsioalleTarTa:

- ITI0KO03a (KapOOKCHIMPOBaHMe IMHPyBaTa, 00PasyoIerocs us3
[JIFOKO3bI);

- acrlaparvHoOBast KMC/IOTA (TepeaMUHUPOBAHUE);
- ppyKTOBBIE KUCIOTHI (s10/109HAsT, TMMOHHAsN).



LintpatcuHTasa

N3ouutpar-
gernaporeHasa

a-Ketornyrtapar-
gerngporeHasa

NHrmonTopsl

umntpat, AT®, HAOQH

ATo, HAOH

CykunHunn-KoA, HAH

AKTUBaTOpPLI

AM®, AP

LAMD



(] TopmOHaNbHBbIU KOHMPOJAb UUKAA:

0 UuacynuH, azpeHa/IuH — aKTUBUPYIOT TMKIT Kpebca, T.
K. THUITAHUPYIOT a3pOOHBIN pacma/i ITFIOKO3bI;

0 ImroxkaroH — Topmo3ut Uk Kpebca, T.K. cTuMynupyer
CUHTE3 IJIIOKO3HI.



pPY TTIOJTHOM a3pOOHOM OKHCJIEHUH TTIOKO3bI
oOpa3syeTcss MaKcMaabHO 38 Mosiekyn ATO.

HA/IH nuToniasMmaTudeCKUM He MOXKeT MPOXOAUTH
yepe3 MHUTOXOHIPHUA/IbHYI0 MeMOpaHY!

B 3aBUCUMOCTH OT TOTO, KAKUM ITyTEM
nuToruta3dmatudeckut HA/IH nnepegaet 2e” B IT1]
MHUTOXOHAPUU KOT4eCcTBO AT® MoXXeT U3MeHSThCS

(36 ATD).



[munepondochaTHBIN YeTHOYHBIN MEXaHU3M ™

uuTonnasma MUTOXOHOPUM
[nokcmnaueToH-3-pocar [nokcmnaueToH-3-pocar
HAOHH* — A( OAOH,
HAﬂ*D e AL
\J
[Mnuepon-3-gpocdart > [ nuuepon-3-gocdar

* pyHKIITMOHUPYET B KI€TKAX CKeJIETHBIX MBIIIL, U
MO3ra



yutonnasma

MNTOXOHOPUN

> Manat

Manart

depMmeHT: Manram-

HALO?
HAOHH* dezudpozenasa

HAL"

HAOHH*

( [nytamar

a-keTornyTapar
\J

OkcanoaueTtar
[myTamar
a-KeTornyrtapart
Acnaptar =

AcnapTtar

* PyHKIZMOHMPYeT B KJIeTKaxX Ie4YeHHu, cepaevHon

MBIIIILBI U JP.



