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MOBUITIN3ALUA KUPOB

MobGunusaumm xXmpoB (MMnonns) — aTo rmaponuns
TpuauunrnuueporsrioB A0 rMuueporsia v XXUPHbIX KACHOT.

CHy—0—C—R4 CHy—OH CHy,—OH CHo—0OH
TAl-nunasa HAAlr-nuna3sa MAl-nunasa
R +H20 +Hz0 j +Hz0
CH—0—C-R3 CH=O0=C—R» CH—=0-C—-R3 CH—-OH
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CHZ—Q—(!—R:; MKUPHan CHZ—Q—g—R3 KHpPHaN CHZ-OH MUPHAR CHZ-OH
KHCNOTa KMCnoTa KMCNoTa

Tpuaunnrnuuyepon Ouauunrmuuepon Moxoauunmmuuepon I nuuepon

[MOponn3 BHYTPUKIETOYHOTO XMpa OCYLLECTBNAETCH NoA AeACTBUEM

ropMOHYYyBCTBUTENbHOU nunasbl - TAl-nunasobil.
Ob6pasoBaBLIMNCA AnauUnrnuuepos apyrme TkaHesble nunassl
(AMauunrnuueponnunasa, MoHoauunrmueponnmnasa) rmaponusyoT 4o
rriuepona n XnpHblx KNCIOT.
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1) AxTmBupyet ocdonporenHdochaTasy,
nedocgopunupyrowyto TAl-nunasy
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OKUCHEHUE NMUUEPOJIA B TKAHAX

[IMIepoa MoKeT MCIO0Jdb30BATHLCS B KAYECTBES

1) cyocTpara okuciaenus

2) cyocTpaTa INIIOKOHEeOoreHe3a

3) cyOocTpar AJisl CHHTE3a TPHANMJILIHIEDOJI0B IiHIepodocdounuIoB

c':Hon CH,0H
I
CHOH + AT® MUCDOIKHHA3A — fpoy o 4+ ALO
| | |
CH,0H CH,0—P—OH
|
OH
[muuepuH I'1anepoa-3-gocdar
Ha obpaszoBaHue Ha cuHTes TAI' n
aurugpokcuauertoHdgocdara rnuuepococchonunuaos
(le;,OH HaT HAIH, CI:HQOH
N
CHOH e = e
3 (|3H2 0‘5 g H I'aanepogocdaTaernaporenasa ICHQ OPOH,
aHuepoa-3-pocdar oxcHaneToHpochar
/m \ﬂa(-.auerun-KoA 20, CO2

Ha FNMOKOHeoreHes
(B neyeHn, nouykax)

OHEPreTUYECKNN BbIXO, OKUCEHNA 1 MOMeKynbl rmuepona 4o KOHEYHbIX
NPOAYKTOB COCTaBUT 22 Mornekyrnbl ATO.



B- OKUCINEHUE XWUPHbIX KI/ICJ'IOOT

3 2 1Y
H3C—(CHp) —CHy—CH, -0
O603Ha4YeHne aToOMOB yrnepoaa B XUPHO KUcnoTe OH

B-OkucneHuve - cneundmnyecknm NnyTb KaTadbonunmama XNpHbIX
KUCIOT, NPU KOTOPOM OT KAPOOKCUNBbHOIO KOHLLA XXUPHOM
KUCINOTbI NocnegoBaTenibHO oTAensieTcsd no 2 atoma
yrnepoaa B Buae auetun-KoA.

Peakunu B-okucneHna n nocnenyrowero okucrnenms auetnn-KoA s LUTK n gbixatensHon
Lenun crny»xart OgHUM U3 OCHOBHbIX NCTOYHUKOB SHeprun anga cuHtesa ATO.

B-OKuncneHune XMpHbIX KUCNOT NPOUCXOANT TONbKO B a3POOHbIX YCITOBUSIX.

[lpoTekaeT B MaTpmkce MUTOXOHOPUN KNETOK MHOMMX TKaHen: nevYeHu, nodkax,
cepae4vyHon U CKeNEeTHOM MbiLLLax.

B-okucneHue BKNKOYAET cneayoline OCHOBHbIE 3Tanbl:
1) akTMBaLMA XXKUPHOU KNCNOTbI B LUTOMNMNa3Me KreTKU
2) TpaHcnopT aktuBupoBaHHou XK B MmutoxoHgpumu

3) nocrnenoBaTeNIbHOCTb peakuuun B-oKucrneHus




AKTUBALIMA XXUPHOU KUCNOTbI
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Auun-KoA cHuTeTasa
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KWPHAER KUCNoTa auun-KoA



TPAHCIMOPT AKTUBUPOBAHHOW XXUPHOW KUCNOTHI
B MUTOXOHOPUA

7 3
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+ AP, AMOD, auun-KoA
- AT®, manoHun-KoA

. e el
g ,?%?E?%?S{\ ),,,..,c,,o..s{/}ﬁﬁﬁ?s
R

unxapuuruu

KapHuTHH ¢ ALl




PEAKLUAU B- OKUCIIEHUA XXUPHbIX KUCJIOT B
MATPUKCE MUTOXOHOPUM

5 O OAO* OAOH2 5 UII-I ?
R-CH,-CH,- F‘Hz C S—KoA Aunn-KoA- R—CHZ—(F=C—C—S—K0A
H EHoun-KoA

Aunn-KoA aerngporeHasa

Houn-KoA-rugpartasa

N i HAL® - HAIH2 S
R-CH,PC %C-C-S-Koa S A, R-CH,~C -~ CH,~C-S-KoA
e -ruapokcuaumn-KoA- B oo A

s aerngporeHasa

B-rapokcuaumn-KoA
SH'K“‘\’ Tuonasa

0O « §)
T Il
R-CH,-C -S-KoA + H3(3—C—S~K0A
Aunn-KoA, Auetun-KoA

YKOPOYEHHbLIN HA 2
yIMepoaHblx aToma

UTK



PE3YJIbTAT 1 OBOPOTA LUKIIA B- OKUCINEHNA XUPHbIX
KI/ICJ'IOT
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Cnupanb B-OKUCNEHUA XUPHbIX KUCNOT- NOcrieAoBaTeNIbHOCTb LIUKIIOB f3-
OKUCJIEHUSA XXUPHbIX KUCIOT A0 NOJIHOro pacnaga XXMpPHOMU KNCNOTbI C
obpasoBaHuem aueTun-KoA




OHEPIFETUYECKUN 3ODEKT B- OKUCNEHUA XKUPHbBIX
‘ KACNOT

aKTUBaUNA B-oxucnenue | P-oxucnenve f-oxucnenme B-oxucnenne | B-oxucnenne | f-oxucnenne B-okucnene

HSKoA HSKoA HSKoA HSKoA HSKoA HSKoA HSKoA HSKoA

C16 C16 C14 C12 C10 C8 C6 C4
NANLMUTUHOBAR
s nanshmrn-CoA auun-KoA aunn-KoA auun-KoA auun-KoA aunn-KoA auun-KoA Auerun-Ko
ATO AMo  OAd OAlH2 ®AQ OADH2 oAl OADH2 ®AQ OADH2 OAQ OAIH2 dAL OAIH?
2P, HAL HAOH2 HAQ HAOH2  HAQ HAOH2 HAQ 4HAIZIHZ HAQ HAOH2 HAQ HAOH?2

Auerun-KoA Auerun-KoA Auerun-KoA Auerin-KoA Auerun-KoA Auerun-KoA Auerun-KoA

1 BUTOK B-OKMCIIEHUA XXUPHbIX KUCIIOT AaeT:

1 HAOQH2—3 AT®

1 PAQH2—-2 ATOD

1 aueTnn-KoA—12 ATO

1 AT® noTpaTunu Ha akTUBaLUIO XXKWPHOU KNCNOTbI

Bihixoa AT® npu 1 BUTKE 3-OKUCIIEHUN XKUPHOWN KUCNOTbI:

SATO+2ATP+12 ATO-1ATP= 16 ATD
[ 5(Cn/2 -1o)+ 12-n/2 ] -1

n YUCJI0 aTOMOB yrrepoaa B XUPHOM Kucnorte

n/2 Kon-Bo obpa3oBaBLUMXCA MorieKyn aueTun-KoA

n/2-1 kon-Bo LUKIOB B cnupanu f3-okucneHusa XK
12 Kon-Bo monekyn AT®, obpa3syrowmxca npm okucrneiun  auetun-KoA B LUTK
5 kon-Bo monekyn AT®, kotopsbie garot HAQH2 n PAAH2 npu okucneHunn B 3TL,
-1 3aTpaTtbl AT® Ha akTuBauuio XK




OCOBEHHOCTU B- OKUCJIIEHUA
HEHACBILLEHHbIX XXUPHbIX KI/ICJ'IOT

H M o Luc-tpaHc-eHoun-KoA- O
n3omepasa
R-C=C-CH,-C-S-KoA = P> R- e ? S-KoA
4 3 2 1 _H
A¥- uuc- eHoun-KoA A%-tpaHc-eHoun-KoA

— f / / o
NANANTAIANAN? Oneoun-KoA
7 ) ' N
Linc-A%-nogeueHonn-KoA

0 Tpanc-A%-noneueHonn-KoA

B-I'mppoxcu-gexkasonn-KoA

5 umxnoe B-okMcneHun l

6 auyeTun-KoA



PEI'VJIAIIUA CKOPOCTH = OKUCJIIEHUA KUPHbBIX
KUCJOT

= AT®/AJID
- HAT*/HAH,

=HAJIUYHE CYyOcTpaTa= )KMPHbIX KUCJI0Ty MOCTYNAKIINX B
MHUTOXOHAPHUH

PeryasiTopHblii_ pepMenT=KapHuTHHAIMITPaHcdepasa | :

AKTHBALUS [PH TOJOJAHUM M TOPMOKEHHE NMPHU U30bITKE
YIJIEBOAOB M BbICOKOM KOHIEHTPANUU MAJOHUI=KOA.



KETOHOBBbIE TENA
KeTOoHOBbIE Tefa- NPoAYKTblI HEMNOJTHOINO OKUCIIEHUSA XXUPHbIX
KMCIOT, anbTepPHaTUBHbLIE IMOKO3€e CyoCcTpaTbl OKUCTIEHUS,
KOTOpble 00pa3yrTcA B MUTOXOHAPUAX NEeYeHMU.

! 5
H3I3 -C- I:H2- C-0H
A CoaepxaHue KeTOHOBbLIX Ten B
UEeTOYKCYCHan Kucnora
(aLET0aUETaT) CbIBOPOTKE KPOBU YenoBeKa B
Hopwme 0,03- 0,6 mM/n
aOH 0 KoHUeHTpauus KEeTOHOBbLIX Terl

! I B KPOBM YBEeNuUYMBaeTcs npu
HzC-CHCH,-C-0H HU3KOM COOTHOLLEHUMU

[(-rMAPOKCHMACNAHHAA KMCNOTA UHCYNNH/TIIIOKAroH:
( [3 -Tapo KCcubyTupar)

ronoaaHuu,
0
I caxapHoOM guabere,
CHS-C-CH3 §
npueme nuwin, boraTtou

AUEeTOH Xupamm



BUOCUHTES3 KETOHOBbIX TEJI (B MMTOXOH.qpvmx neyeHmu)

HSKoA
qu QHS J = H.C g CH I|C|) SKoA
(n:=o ¥ (%:O Tuonasa 2 2
SKoA SKoA Auetoauetun-KoA
Auetun-KoA
' D
O HSK0A
| I Cc=0 4 HO—C —CH, —C —CHy —C —SKoA
HsC —C —CH, —C —SKoA + | + Ho0 - |
5 KOA B-rugpokcu-f- CHs
Auetoauetun-KoA Auetun-KoA metunrnytapun-KoA- g-ruapokcu-g-merunrnyrapun-KoA
CHHTa3a
G
C=0

COOH |

(5H2 SKoA CHs HALT* CH3
% HADHZ
Hoe—t—0H )} 0 "X :f HC-OH

éHz FMIr-KoA nuasa CH2 prithpokcubyTupar CH2

C—O C=pAerngporeHasa C—O
SKU A O H
B-ruapokcu-B-metunrnyrapun-KoA Aueroauerar B-ruapokcudbyTupar

He(epMEeHTAaTUBHO

CO,
Cr
C=0
CHa



PEIrynaumnAd sMOCUHTE3A KETOHOBDbIX TEJ

PerynatopHbin doepMeHT CMHTe3a KeTOHOBbIX Ten - TMIM-KoA
CUHTAa3a.

-cuHTe3 FMIN-KoA-cuHTasbl yBenmMumBaeTcs npu
NOBbILLEHUU KOHLEHTPaLUMN XXUPHbIX KNCNOT B KPOBU
(ronopgaHue, husnyeckana padorta)

- FTMI'-KoA-cuHTa3a MHrMounpyeTcs BbICOKUMM
KOHUeHTpauusamm ceoboaHoro kKodepmeHta A



NMPUHYNHBbI AKTUBALUWUUN KETOINEHE3A

-caxapHbin gnaber,
-ANUTenbHOE rorfiogaHve,

-HecbanaHcu POBaHHOE NMNMUTAHUE (HapyLueHMe COOTHOLLEHMUS YrnNeBoaos U
nunnaos NULWN),

-npoaormkuTenbHasa pusnyeckasa pabora
-TOKCUKO3bl O€pEeMeHHOCTMHU,
-Kenyao4vyHo-KULleYyHble pacCTPOUCTBA Y AeTeu,

OnacHocTh KeTo3as
=KETOAI[H/103
=MeMOpaHoTponHblii 3¢ dexr(aneron)



KETOHOBBIE TEJIA-CYBCTPATbI OKUCIEHUA (Muokapa,

NOYKU, CKerleTHble MbIlLbl)
nyYyT™ AKTUBALWUUN ALLETOALIETATA

aunn-KoA-cMmHTeTasHbIN

HoHop KoA-ocTatka- HSKoA
ATD HS K AMD® pp

CH,-CO-CH,-COOH \\ / /> CH,-CO-CH,-CO-S-KoA

Auetoayetun-KoA-cuHTeTaza
AuetToauerTar AuetoaueTun-KoA

KoA- TpaHcdepasHbIA
IHoHop KoA-ocTaTKa- cyKUMHUN-KoA

CO0H COOH COOH 0=C~SKol

| | I |

CH, CH, CH,, CH,

| + | o RoA> | + |

C=0 CH YKUMHWIT-ROA- CH C=0

| e auetoauertat-KoA- | 2 |

CHs 0=C~SKod TpaHcpepasa CO0H CH3

auIeToaleTaT C?KI.IIMIJI-KOA CYEIIMHAT GHETOGHETWI—KOA
°=‘|:"SK°A _LUTK (24 AT#)

rlst +HSKoL , r|:H3 s
‘|:= 0 THORaSa 0=C~5Koa = T CHHTES JFMPHBIX KHMCJIIOT,
CH3 QHETM-K ok XOJEeECTEPMHA

aneToaneTII-Kol



OCOBEHHOCTU KETOFEHE3A Y OETEMN

Y HOBOpPOXAEHHbLIX B KPOBU HabnogaeTcA HapacTaHMe coaepKaHus
KeTOHOBbIX TeJs1. Oco6eHHO Berika nx KOHUeHTpauusa B KPOBU B NnepBble
CYTKM XU3HU, gocturaa 1,2mM/n. BbiICOKUM ypoBeHb KETOHOBbIX TeJl
COXpPaHAETCA B Te4eHMe nepBon Heaesin XU3HU pedbeHka. B
nocriegyroLlemMm ypoBeHb KeTOHOBbLIX TeJ1 CHUXaeTcs, oaHaKo, nepBble 3
roga XXu3Hu OH Bbille, YeM Yy AeTen ctapLiero Bospacra.

U3 HapyweHna nunuagHoro oomeHa, Hambonee 4Yacto BCTpevarLweroca y
aeten, cneayet oTMETUTL HapyLlleHue nepeBapuBaHus, BcacbiBaHUA U
KeTO3bl Pa3fIM4HOro NPOUCXOXAEHUS.



