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- Imxn Tpu- 1 gukapOOHOBEIX KHMOIOT BIIEPBBIE OBLUT OTKPBIT
aHDTMHCKUM Ouoxumuxom Xarncom Adonvgom KpebGcom B

1937 I-
B 1953 r. on yzocrowica Hobenesckoit mnpemmm 10
$HU3MONOrNH U MEIULIMHE.

X.A. Kpebc BriepBrie nocrgm»rponan 3HaA4YEeHME JAaHHOIO MK/
oA nonHoro «cropaHua» [1BK, rmaBHeIM ncToOYHMKOM KOTOpOH

AB/IACTCA INTHKO/THTHHECKOEC IIPEBPAIICHHC YIVTICBOIOBE.

B maneneinnem Ob110 mMOKazaHo, yro uuxi Kpebca seiaerca
«poxycomM», B KOTOPOM CXOFATCA TNPAKTU4YECKH  BCE

MeTaboIMyecKHe My TH.
[Tux1 cocrouT M3 8-MH MOCIe JOBATE/IBHBIX PEAKITHE.
depmeHTHI IMKIA COOpaHEl B MeTabO/IOH, JIOKa/TH30BaHHELT
B KPHCTAaX MUTOXOHIPHH.

Pagom ¢ wmeraboronmom upmwia Kpebca pacnonararorca
TMPYBaTAETUAPOreHA3HEIN KOMIUIEKC M, BEPOATHO, MeTabo/IoH
P-oKMCIeHHUA JXMPHBIX KHUOIOT, TOCTAB/AIOIIME €My aleTHI-
KoA.



1. AKWO KiHUEBUM MPOAYKTOM aHaepobHOro
po3LLEenneHHA BYIMeBOAIB € MOMOYHa KUCMnoTa, TO
nig BNJINBOM nakrargerigporeHasu BOHa
OKUCIIOETLCA A0 NiPpOBMHOrpagHoIl KUCNOTH:

CH, CH,

H—(i.-OH+ HAL Y &= (;::O-r HAL -H+H"
ngH ngH
MOOYHa nipoBMHOrpagHa

KUCIIOTa KUcroTa



2. Yacmuna Monekyn nipoeuHo2pacHol
Kucsiomu ude Ha cuHme3 "Hocis" Lyk nio

ernsiusomM chepmeHmy nupysamkapbokcinasu i e
npucymHdocmi ioHie Mg2 +.

CH, COOH

C=0+CO,+ ATO = C=0 + ALD+H,PO,
l )
C.;_‘OH CH,

O
COOH
nipoBnHorpaagHa nupyBaTKapOoKcin
Kucnora asa

Mg2 +.



3. YacmuHa monekyn nipoeuHo2padHoi Kucsiomu
C/IY)KUMb O)XepesioM YyMmeEOPEeHHsI "aKmueHOo20
auemamy" - auemursnkogepHiama A (auemus-KoA).
Peakuisi rnpomikae nio ernsiueom
nipyeamaoeziopo2eHasu.

CH] nipyBaTpaeriaporeH

| asu

(=0 + HS ~ KoA + HAA Y aelp CH]—C § = KOA + HA,& H+H *: CO;
| KoIHIuM A T‘ J

' 0
COTOH aLueTinKoeH3i
M
Auetun-KoA mictutb MakpoepridHi

nipoBuHorpagHa 3B'A3KN, B HAKIK aKOMYNIOETbCH
Kucnora OnNn3bKo 5-7% eHepril. OcCHOBHa Maca

XiMiYHOI eHepril YTBOPHETLCA B
pe3ynbTaTi OKUCIEHHA "aKTUBHOIO

auerarty .



4. g BNJINBOM LiTpaTCIHTETA3M NoYnHae
dOYHKLIOHYBATU BracHe LMK/ TpI/IKap6OHOBl/IX KUCOT,
LLIO NPN3BOANTb A0 YTBOPEHHA IMMOHHOI KUCMOTW.

O
s
C——/- S— KoA
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O g~
ClS—KoA +H " +O=C—-COOH " HO—-C—COOH -
! ! |
CH, CH, CH,
J !
COOH COOH
Auesrtun-KoA ULy UwTpHun-KoA
COOH
CHy
— HOH " HO ~-C —COOH-+HS — KoaA
CH: HOreamam A

!
COOH

I OHHAR A ecmOTa



5. JlumoHHa kucnota nig BMMIMBOM cbeplvleHTy
eKoHITaT-rigparasu ,qermpaTyeTc;l |

NEepeTBOPIOETLCA B UUC-AaKOHITOBY KWUCIMOTY, 4Ka
nicna npuegHaHHA MOMEKynu BoAW NepexoauTb B

I3OJ'IVIMOHy
COOH COOH COOH
| l
?“1 HOH  ©H fHOH T
HO-C—COOH —» C—~COOH — M- C - COOH
| ekoHiTatrigparas || eKoHiTaTrigpara
CH, a C—H 2a H— C OH
| | |
COOH COOH COOH
JInmoHHa LIMC-aKoOHITOBA I3oniMoHa Kucnort
Kucrorta Kucnora a

Mixx mpboma mpukapboHoeuMuU Kucsiomamu
ecmaHoeJ1IrnemMbCsi OUHaMi4Ha pieHogaaa.



6. I301MMOHHA KHUCJI0TA OKHUCJIIOETHCS B
IABEJICBOSTHTAPHY, sIKa NEeKAPOOKCUIIOETHCH i
[EPEeTBOPIETHCA B (-KEeTOIVIYTApPOBY KHCJIOTY. Peakiist
KAaTAJI3YEThCA (DEPMEHTOM i30LMTPATAETIAPOreHa3010.

COON COOH COOH
| isouiTpaTaerigporeHa l l
cu, 3 CH, CH,
+HAZLD * | i
H=C-CO0H e H~C=COOK —— Ch
“HAAD ‘H+H* : |
H=C~OH A C 0 ’ $=0
COOH COOH COOH
LLlaBneBosiHTapHa a-

I3oNnMMOHHa

KUCInoTa KeTornyrtapoBa
KUcnota

KUCINoTa



7. O-KeTornytapoBa Kucnota nig BAMBOM
depPMEHTY 2-0OKCO-(Q-KeTo)-rnyTapataerigporeHasu
OekapboKCUNIETLCS, B pes3ynbrarTi 4oro
YTBOPIOETHCH CYKUIHIN-KOA, LLIO MICTUTb
MaKpOeprivyHi 3B'A3KMN.

COOH 2-0|<co-(a-|<eTo)- ?OOH

CH, orovaan | CHy

C‘H, 4+ HS—=KoA -+ HAQ® —= éHz + €O, -+ HALH + H?
C=0 éTO

COOH g”KoA

a- CYKUMHIn-Ko

KeTornyrtapoBa A
KUCINOTa



8. Ha mactymHiii crtami cykuumHiI-KoA mig BILIMBOM
(hepMeHTY cykuuHUI-KoA-cuHTEeTa31 nepeaae
Makpoeprivsi 3B's3ku [ JD.

COOH COOH
| |
CH, CH,
l |
CH, -+ [A® + HPO, —= CH, -+ [T® - HS — KoA
| |
Cz0 COOH
{
§—KoA
Cyxumnun-KoA Aurapras Kucnota

I'TP nig BnnuBoMm bepmeHTy I TP-ageHIinaTKkiHa3u Bianae
MakpoeHepriyHuu 38'a30K AM®P: TP + AM® — T'AD +
ALNOD.



9. lHMapHa kucsioma nio enyiueomM hepmMeHmy
cykyuHamoeziopozeHa3u (Cr/[]) okucnroemsbcs
do cpymapoeoi. Kogpbepmenmom CAI € PAL.

COOH COOH
| cykuuHatg | |
CH. erigporeHa CH
; x ?'E “’ | | ' D 'q H

- T DAL —* “T AL
CH, CH :
COOH CCOH

fAHTapHa dymapoBa

KUCINOTa KUCINOTa



10. Pymapoea Kkucsioma nio ensiueom chepmMeHmy

¢pymapameiopamasu nepemeopremMbLCs 6
SA651y4YHYy.

COOMH COOH
| |
CH cdymaparrinpatr CHOH
I 4 HO*—e
CH CH,
| |
COOH COOH
PymapoBa Abny4Ha

KUCJioTta KUCINOTa



11. Abny4yHa kKucnoTta nig BASMBOM  (PEepMEHTY
ManaTtaerigporeHasu (MAT) OKUCIIOETBCH,
yTBOptotoum LLYK.

COOH COOH

7 |

CHOH C=0

| + HAR*— | + HAQH -+ H*
CH, mg CH,

I r l

COOH COOH
Abny4Ha Ly

Kucnora K

[1pn HAaaBHOCTI B pearytodin cuctemi auetun-KoA
LLIYK 3HOBY BKNOYaAETLCA B LMK TPUKAPOOHOBUX
KWUCIOT.




Taknm 4YMHOM, 3 OOHIEl MOJEKYNn T[IHOKO3U
YTBOPIOETLCSA A0 38 monekyn AT® (OBi - 3a paxyHOK
aHaepobHOoro rnikonisy, LWicTb - B pe3ynbrarTi
OKUCNeHHA aBox monekyn HAL - H + H +, wWwo
BUHUKNM NpW MIKOMITUYHOI oKcupeaykuii, 1 30 - 3a
paxyHok UTK). KoediuieHT kopucHol ail LTK
gopisHioe 0,5. |HLWa YyacTnHa eHepril PO3CIKETLCA Y
surnagl tennotn. B UTK okucnoetbca 16-33%
MOJTOYHOI KMUCMOTHK, IHLWA 1T Maca nge Ha PecuHTES
[MIKOreHny.
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BucHoO8OK

EHepzemuyHulii eghekm nid2comoeyoi cmadii aepob6HO020 OKUCII€HHS
cmaHoeumb 6 Morsiekynn AT® (dei eioHoesneHi ¢opmu HAL-
3asiexxHux chepmeHmis); eHepeemu4yHuu egppekm uyukny Kpebca {3
HAL 1®9AL, 1I'T®}=12 monekyn AT®.

lMockinbku OOHa MoJieKyria 2aJ/1l0KO3U po3Ksiadaembcsi Ha O08i
MoJsiekynu dhocghoaniyepu-Hoeo20 asnbdez2idy, mo 3a2asibHuUl
eHepzemu4yHuu egekm aepobHO20 OKUCJIeHHSI  2JII0KO3U
cmaHosumsb 18 2/36 moniekyn AT®, a epaxosyroyu 0ei MoOJIeKyIu

AT® anikonnimu4-Ho20 oKUcsieHHs1 —38 mosiekyn ATQ®.

B 38-u monekynax AT® akymynroembcsi minibKu 50 % nomeHUiuHoI

eHepeii armroko3u ( KO)k) a iHwi 50 % eudinsirombcsi y eua2s1510i menna.
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