I'"MTOKOHEOIEHES3

[ 1roKOHeo2eHe3 — CUHMe3 2/1H0KO03bI U3
Heyare800HbIX COeOUHeHUU rno nymu
obpamumMbix peakuyuu a1uKkosu3a.

Heobpamumbie peakyuu a2s1ukosiu3a
«rpeodornesaromcsi» 06xo00HbIMU MyMsiMuU
2J/IIOKOHeo2eHe3a.



OOxoaHblIe peakuum rnoKoOHeoreHesa:
1. O6pa3zoesaHue gpocghoeHosInupyeama

MuTtoxoHapum uutonsna3sma
lMupysam gpocgpoeHonnupyea
' o
OKcaJsioauemam OKcasioauyemam

nupyeam + AT® + [T —
— gpocgpoeHosninupysam + ALPD + ®H +
rgjo



2. Obpa3oeaHue ¢hpykmo30-6-gpocchama us3
dpykmo30-1,6-dughocghama

PepMeHT: gppykmo3odugpocghama3sa

¢pykmo3o-1,6-oudP + qu>0 —  ¢PpYyKmMo30-6-P +
H

3. O6pa3oeaHue 2/1F0K03bl U3 2JIF0KO30-6-

¢gocpama

DepMEHT: as1roKk030¢pochamasa

2J1FOKO30-6-P + HZO — 2aJIloKo3a + ®H



nrokoHeo2eHes

2 lMupyeam + 4AT® + 2 T® + 2HAOHH" —

— Fnroko3a + 2HAL + 4A4® + 2 [J® +
6H PO,



I'MIMKOIrEHOIEHES3

nukoceHo2eHe3 — CUHTE3 MunKoreHa m3
[MIOKO3bI.

Cmaduu cuHme3sa uernu a2/iuKko2eHa
CuHme3s oniuaocaxapuoa (nmin=11).

[lepeHoc yacmu oriuzocaxapuoa (nmin = 6) Ha
3ampasoyHyro uerib ¢ obpasosaHueM 1,6-
CB513U — IMOYKU 8emMe8r1IeHUS.

YonuHeHue yeneu ¢ obpa3zosaHuem 1,4-
cesd3eul.



CuHTE3 onurocaxapuaa

1. Obpa3oeaHue 2/1l0K030-6-dpochama

2. O6bpa3zoeaHue 251l0Kk030-1-cpochama

3. Obpa3oeaHue ypudusidugoccham-
2J/1i0K03bl_(YI1P-251H0KO3bI) — C
yyacmuemMm YT®

4. [lepeHOC ocmamka 2/1l0KO3bl
om Y/[]®-25110KO3bI Ha 3ampacOoYHY IO
uyenb 2/1UKO2€Ha




e e I Y3 rMUKoreHa B opraHmame
' '?ypé;:i?: . HaKannuBaeTcsi B NeYeHMU.
b Heobxogum ans
nogaepkaHns ypoBHS
[MOKO3bl B KPOBU
(rMMKOreH-rnoKo30-6-

doocaT- rnokKo3sa).
* %3 IMUKOreHa B opraHmn3ame
F panyijibl CJIUKOCERA OTKNnagbiBaeTcd B MbiLLLAX.
6 cenamoyumax Heobxoaum ans
BOCMONHEHUSA
9HEPreTn4ecKnx
- [NVKoreH neyeHn Hkorad1AERSRHAEFPMORIgHN3MA. B
NOMHOCTLIO. [MOKO3Y He npeBpallaeTcs.

° yKOpa‘-II/IBaI'OTCFI NN YOJIMHAKTCA TOJIbKO



[1boOyKkmom duxomomu4ecKo20
pacuwiernseHus a/1roKo3bl (2r1uKko2eHa) 8
asapobHbIX yCrio8USX A8/19emcs

nupoesuHo2paodHasi Kucsioma
]
H,C—C—-COOH
nupyeam



OKUCJIUTEJIBHOE JEKAPBOKCUIINPOBAHWUE
MMPOBUHOIPALHOU KUCJ1OTbl

MynesTudepmMeHTHbIN NUpyBaTAerngporeHa3sHbIu
KOMMJIeKC

NMAvanmus2ai114a: nIATNIAVA MIATAVALIANIAIA

nupyBaTaerngporeHasa (El) TuamuHnupodgocdart (TT1PD)

aurngponunonnaueTun- JInnoesag kucnota (J1K)
TpaHcgepasa (E.)

aurngponunoungerngporeHasa OAN
(E,)
HS-KoA
HAO?




60 MoOsieKys
duaudpoJsiurnour-
auemunmpaHcgepasbl
(0603HaYeHbI 3e/1IeHbIM
ueemom)— Kop rnupysam-
deauodpo2eHa3Ho20
KOMrifieKca

[lupysamoeaudpoz2eHa3Hble KOMIIEKChI
ayKkapuom
JloKarsiu3o8aHbl 8 MUMOXOHOPUSX



O
H3C—}|3—COOH + HAO" + HS-KoA —»

nupyeam

O
— > H,c—t~ S-KoA +| HADHH' |+ CO,

auemun-KoA

IHepecemuyYyeckuu 6asnaHc

oKucsiumersribHo20 dekapboKcuruposaHusi
rnupyesama:

3 AT® (obpasyromcs rpu rnepedadve
80CCMaHOoB8UMESbHbIX 3K8UBAIEHIMO8 OM
goccmaHosrieHHoz2o HALJH e
3M1eKMPOHMPaHCNoOpPMHYo Uerib MumoxoHopud)



OkucrnumeribHoe
OekapbokcuriuposaHue

nupo8uUHo2paoHoOU KUcriomsl —
Heobpamumbil npouecc



OurnaponunounTtpaHcaueTunasa
(E,)

AunrmgponnnoungernaporeHasa
(E,)

NMvpyBaTperngporeHasa (E1)
Auemusn-KoA

akKTUBaLUUAd ——

WHrIMoupoBaHne—>



& KuHa3a nupysamodeaudpozeHasbl
(pocopunnupoBaHue) — UHAKTUBUPYET
nupyBaTAerngporeHasy.

Q:Q

docpama3sa
nupyeamaeauopo2eHas3bl
(OemocomopunnpoBaHue) — akTUBUPYET
nupyBaTAerngporeHasy.



Lukn Kpebca

XaHc Kpebc
(1900-1981)

B 1953 roay (COBMEeCTHO

c ®.-A. JlunmaHoM) yoocToeH
HobeneBckown npemumn B
obnactn onsnonornm u
MeONLMHBI 3a OTKPbITUE
LiIMKNa IMMOHHOWN KUCNOTHh!




 Llnkn Kpebca (umkn TpukapbOoHOBbLIX KUCNOT,
LK JIMMOHHOW KNCNOTbI) — KOHEYHbIN
KaTabonmyeckum nyTb OKNCIIEHUSA BCEX
COeNHEHNN B a3PO0OHbIX YCIOBUSIX.

¢ YHMBepcaanblﬁ MEXaHN3M OKUCTIEHUA Y
BCEX XUBbIX OPraHN3MOB.

e AMcdpnbonnyeckmnm metadbonmnyeckum nyTb.

 Jlokanusauus umkna — MmaTpukc
MUTOXOHAPUMN.

CH,CO-~S-KoA + 3HAL' + ®Af + [Q® + ®H

—>

— 2CO0, + HS-KoA +3HAQHH"+ ®ALH, +

™ T s



Yrnesoabl, nUNuAabl,

aMWHOKUCNOTHL
AMUHOKKUCIOT
bl, 7
I'IVIpVIIV}t(I,EI,VIHbI Aol
Acnaprta 4
T LLlasenepoyycyCHan KMonoTa

¢ KT¢ L

YrneBog,
bl HAnoysaa wcnoTa
DyMaposan KMCNoTa
YAT¢ o, @
AMUWHOKNCNOT
bl

)KMprle KWCNOThI,

XKnpHble
n / KUCIOTbl,
WMOHHERA HH?J‘,DTE CTGpOW.U.H
MaonMMoHHaa KMCNoTS
[nyTam
O-KeTOrNYTapoBaR KMCNOTa aT l
\.‘ ¢ AT¢ AMUHOKMCIIOT
Cyruusmnn-KoA b,
\\ HyKrneoTuabl
= S AMUHOKMCIOT
ERY bl,
onnoHmnnKo
I'IpR onopmUpPUH
bl

(rem)



1. Konoencauus ayemun-KoA c oxcanoayemamom
GEPMEHT: yumpamcunmasa

L COOH
! o H,0 HS-KoA
|
s =0 N\__A
| CH3—C * SKoA  + -
""" CH,
ayemun-KoA

COOH

oKcajioauemam

(waeenegoykcycnan Kucioma)

COOH
uumpam



2. Hzomepuzayusa uumpama 6 uzouumpam
dbepMeHT: akoHumaza

3. OKucaumenbroe 0eKapooKCcuruposane usouumpama
(DEPMEHT: U3 OUNMPAING eZUOPOZEHAI

COCH A :
: : COCH
9%
CH, HAL®  HAOHH'
A | CH,
_____________ -
H C COCH CH,
HC——OCH G o
COOH COOH
uiounmpam

Q-KeMOo2ymapam



4. OKucnumenvHoe 0eKkapoOoOKcuIuposanue a-Kemoziymapama
DEpPMEHTEL: a-Kemo2aymapamoezuopozeHasa
OUZUOPOSIUNOUTIMPAHCCYKUUHUIA3A

OUZUOPOSIUNOUIOCZUOPO2EeHA3A
Kodbepmenter: TITD, nunoesas xkucnoma, ®AJ/, HS-KoA, HAT"

COOH
. , COOH
HA HAJIH.H

CH, 1////

CH,
CH,
__ O
C=—0 SKoA P
ij/
COOH ‘SKoA

O-Kemozaiymapam cykuunuir-KoA



5. Cyocmpammnoe gochopunuposarnue
b epMEHT, cyKuuHu-KoA-cunmemasza

COOH COOH
CH, CHy e
+ [OD +HsPO, I +1 [TO + HS-KoA
CH, GHy ST
@)
e P
C. C~0OH



6. [Jezuopuposaritie cykyuHama
DEPMEHT. CYKYUHAmMOeZUOPO2ZeHa3a

¢ceew 0 o o-- CCOH
GAL (OAOH,!
CH, H—C
— ‘
CH, C—H
COCH COOH
CYKUUHAm Gpymapam

(mpar c-tizomep)



7. Tuopamauua gpymapama
bepMeHT: ghymapasza

8. Pecenepauun oxcanoauemama
(hepMEHT: MaATAMOCUOPO2CHA3

COOH COOCH

HO——CH c—0

COOH COOH

L-manam OKcdliodudemdam



Peeynsauyusi HUukna Kpebca

0O Jlumumupyrowut ghakmop vuknia Kpebca —
docmyrnHoOcmb OKcaJsioauemama.

ICTOYHUKM OKcanoaueTtaTa:
- [MI0KO3a (kapbokcmnnupoBaHne NupyBaTa,
obpasytoLlerocd 13 rmnkKo3sbl);

- acrnaparmHoBas Kucnora (nepeaMmmHMpoBaHune);
- PPYKTOBLIE KUCNOThbI (A05104Had, MMMOHHas).

LJAnnocmepuyeckas peaynsayusi hepmeHmos
HeobpaTUMbIX peakLnn —
- UINTpaTCUHTa3HI,
- UsouuTpaTaerngporeHassi,
- a-KeTornytapargermgporeHassoi.



) F'opmMoHanbHbLIU KOHMPOJIb UUKNA:

[0 UHCcynuH, agpeHanuH — akTuBupyoT
uukn Kpebca, T.K. UHUUMnpyoT
a’3pOoOHbIN pacnapn rnoKo3bl;

0 FnrokaroH — topmo3nt umkn Kpebca, T.K.
CTUMYNUPYET CUHTE3 ITIHOKO3bI.



Cxema rnosiHo20 a3pobHO20 OKUCIIeHUSs

SJTIOKO3blI

A3pobuetil znuxkonus

Oxucnumensroe
dexapboxcunuposanue
RUPOBUHOZPAOHOTL
Kucnomaot

Huxn

MPUKAPOOHOBBIX KUCTLOM
(2 obopota)

C6H1206
rJ1lKO03a

l___Z

2 C;0;H,
MIpyBaT

2 CO,
2 CH;CO~SKoA
Anerni-KoA

2 x2 CO,

2 AT® (CD)
2 HAJTH — 6 AT® (OD)

2 HAJTH — 6 AT® (OD)

2x 3HAJTH—> 2x 9 AT®
5 18 AT® (OD)
2x ®AJTH, —> 2x 2 AT®

S 4ATD (OD)
2 x TT® = 2AT® (CD)

Bcezo 38 AT®D



[leHmo3omMoHOochamHbIU

nymb OKUCJIeHUs 2JTIOKO3bl
(anbTepHaTUBHbLIW, aNOTOMUNYECKUN)

®yHkyuu leri:

[l Obpa3oeaHuUe soccmaHo8UMESbHbIX
aKeuearsieHmos 0ris aHaboruyecKkux
rpoueccos;

[] ObpazosaHue cmpyKmypHbIX
rpeowecmeeHHUKO8 HyK/1eomuoos,
apomamuyeckux aMuHoKucsiom v ap.



OKUCJINTEJIbBHAA CTALOUA (3 peakyuu):

OKUCJIeHUe 2J1I0K030-6-¢hocghama 0o
nsimuyasiepoOHbIXx caxapogocghamos.

HEOKUCJINTEJIbHAS CTAQUA (5 peakuyuu):

e3aumoripespaujeHusi mpex-, yembipex-, Nssmu-,
wecmu- u cemMuyanepoOHbIx caxapogocgamos, 8
Xxo00e KomopbIx pe2eHepupyemcsi 2J1l0K030-6-

gocham.



[TEHTO30MOHO®OC®ATHbLIN Y Th

[Mioko3a . CuHMe3 XUPHbIX Kucsiom
2HALO" | 2 HAgcm|<
- BoccmaHoesneHue
eJiymamuoOHa
co

2

[ toKO30-6-pocha

Punbynoso-5-hocdar

!

Pubo3o-5-pocdar

®PpyKTO30-6-chocda

QpuTpo30-4-docaTt
[Munuepanbgerng- l
3-cbocdpaTt
CuHmes HyKkneomuodoe
l CuHme3 apomamu4eckux (hochopnbosnsnbHbIn
aMUHoKucsiom KOMMOHEHT)

Mmukonus3s (PeH, Tpn)



3 I'nwokozo-6-pocham + 6 HAJDW —>
—> 2 Opykmo3o-6-hocham +I nuyepanvoe2uo-3-gpocham +
+ 3CO, + 6 HA/IT®OHH"



