NNNMNAObl 3

bnocuHTe3 NMNnaos



ConepxaHwue:
- OMoCUHTEe3 HacbiweHHbIX KK

—biocnHTes HeHachiteHHB KK
@ ounocuHTte3Tl u pocchaTnaos
@ 6uocuHTtes XC. NMyn XC B kneTke

@ MexaHW3M perynsiLuum yrrneBogHoOro oomMeHa

- XXMpO-yrneBoAHbIN umkn PaHona



brnocunaTes JKK

Hanbonee MHTEHCUBHO NpOTEKaeT
B JKKT, renatouutax, aHTEpPOLUUTAX,
NakTUpyroLlen MOJIOYHOW Xerese.
IcToyHMKOM yrnepoaa ang
bunocunHTesa KK aB-c4
N30bITOYHbIE YrNEBOAbI,
aMWHOKMCNOTbI, MPOAYKTHI
meTadonunama >KK.



buocuHrte3s XK- at1o

—aftbTepHaTBHbIN BapmaHT =
OKMUCIIeHUA, HO OCYyLleCTBNAeMbINn
B uutonna3me. lNpouecc RB-
OKUCJIeHUSA BblOaeT 3Hepruio B
coopme FADH,, NADH, u AT®, a
ounocuHTe3 XK, nornowiaer ee B

____ TaKkou Xe chopme.



UcxooHbIM cybcTpaTom Ans CUHTe3a

_ aB-ca auetun-KoA, o6pasyrouuuca-B
MUTOXOHAPWANIbHOM MaTpUKce.
MemOpaHa MUTOXOHAPUN HE
npoHunuaema gnga auetun-KoA, noatomy
oH B3aumopgeunctayeT ¢ LYK c
obOpa3oBaHueM UuTpaTa, KOTopbIn
CBOOOAHO NpPOXOAUT B LUTOMNSIA3My U

—— Tam pacuwennsetca go LYK n auetun-

KoA.



YBenu4yeHue uutpart B

uutonna3mMe siB-CA CUrHarom K
Ha4vyany onocuHTtes XK.

LUutpat + ATO + HSKoA -----

------ CH3-CO-SKoA+ LUYK +A[1P

Peakuusa npotekaeTt nop
—  [OeucTBMEM uuTpaTivasbl.




Ona cuHTe3a XK HeobGxoauma ogHa MmoreKkyna
auetun-KoA, HeakTuBnpoBaHHas, Toraa Kak

—ocTalbHblie AOMKHbHObITH akTNBNpoOBaHsE——
CH,-CO-SKoA + CO_+ AT® +
ONOTUH--=======mmmmeemeeeeeeeeaee ICOOH-CH,-

Auetnn-KoA-kapbokcunasa

AkTuBaTopom chepmeHTa- AueTtun-KoA-
KapboKcunasbl saB-ca uuTpar

—[lepBOKN peakumen B OMocuHTE3€e AB-CH
obpasoBaHue manoHun-KoA.




ManoHun-KoA - 3To Ha4yarnbHbIN
NPOMEXYTOUYHbLIN NPOAYKT B
CUHTE3€e XXUPHbIX KUCOT,
obpa3oBaHHbIU U3 aueTun-KoA B
LuTonnasme.



MUTOXOHAPUAX HE MOXEeT

N30bITOK aueTtun-KoA B

CaMOCTOATENIbHO NPOUTU B
uutTonnasmy. [Npoxoa yepes
MUTOXOHAPUANbLHYIO MeMOpaHy
CTaHOBUTCSA BO3MOXHbIM
onaropaps UMTPaATHOMY LUYHTY.
Auetnn-KoA kapbokcuna3sa
KaTanusupyet obpasoBaHue
ManoHun-KoA.



—Ha- 3Ty peakiiro-pacxoayeFren—
CO, n AT®. Taknm obpazom,

YCIIOBUA, KOTOpPbIE
CNOCOOCTBYHOT NUNoreHesy
(Hann4mne 6onbLIOro
Korim4yecTtBa rnoKo3bl),
noaaBnAaloT B-OKUCrieHue
XUPHbIX KUCIOT



buocuntes XK

¥
CHs"CO-S' COA -ooc - CH2- CO 'S"'COA
Auerun-CoA / ; Manowun-CoA
-Goru 000 - Guon

0P+

i
ATP + HC03 + O-OHoTHH



bunocuHTe3 XK ocyuwiecrBnsercs c
NOMOLLLI MYNLTUPEPMEHTHOIO

KOMMJieKkca- naribMUTOUNICUHTETA3bI
XUPHbIX KUcnot. OHa cocTouUT N3 7
depmeHTOB, cBA3aHHbIX ¢ Allb (
auunnepeHocswmm denkom). Allb
COCTOMUT U3 2 cObeauHuL, Ha Kaxayro
U3 KOoTopbIX Nnpuxoautca no 250 Tbic. A.

Alb copepxut 2 SH rpynne.l. Nocne
obpa3oBaHus MarnoHun-KoA
npoucxoauT NepeHocC aueTUuribHoro u
ManoHunbHoro octatkoB Ha Allb.
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BbuocuHTe3 XK OyaeTt npotekatb npu
BbICOKOM YPOBHE ITIHOKO3bl B KPOBM,

YyTO OOycnoBnMBaeT MHTEHCUBHOCTDb
rmukonu3a( nocraswumka auetTnn-KoA),
N®r( nocraBwmka NADFH, u CO,).

B ycnoBusix ronoaaHusa, aonaoera,
cute3 XK manoBeposTeH,T.K. HeTI n(
npu anabeTte oHa He NMOCTYNEeT B TKaHW,
a HaxoAuUTCA B KPOBU), crnepoBaTesibHO
OyaeT HU3KOMN aTUBHOCTDb IFMUKONM3a U
Mon.



Ho B 3TuX ycnoBusix B MUTOXOHAPUAX
—TreveHn mveroTca 3anmack CH_-CO=SKoA=
3
( nctouHuk BR-okncneHuna XK). OgHako
aTOoT aueTun-KoA He BCcTynaeT B
peakunun cuHte3a XK,T.K. OH AomnmxKeH
numuTupoBatbca npoaykramu MU, CO,

m NADH,

B AaHHOM cny4vyae opraHM3my BbirogHee
cuHTe3npoBaTb XC, KOTOpbIN TpebyeT
Tonbko nuwb NADFH, n auetnn-KoA,
YTO NPOUCXOOUT NPU ronogaHnumn u
avaoerTe.



Cynn0a rmanpmurara

Aumnruuepons!
ATP + CoA AMP + PP. / Jdmpb! xonecTepons
T ' Jcrepubuayun |
n anbMuTaT naﬂbM"mﬂ'COA \/
Y AMHEHHE Uen,
Aunn-Cohrchuretass 06ipasoBaHHe ABOAHbIX CeRei

Aunn-CoA
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buocunres 11 n OJI

CuHte3 TI npoucxoaut u3s MnMuuepuHa (I'H)
n XKXK B OCHOBHOM CT€eapuHOBOMU ,
nasibMUTUHOBOU OJSIEUHOBOM.

[MyTb OMocuHTe3 Tl B TKAHAX NpoTeKaeT
yepe3 obpa3oBaHue rnuuepon-3 docoara,
KaK MpOMeXyTO4YHOro coeguHeHus. B
noykKax, IHTepounTax, rae akTUBHOCTb
rmuueporikmHasbl BbicoKas, I'H
dochopunupyertca ATP ago
rnuuepondocdara.



B XxnpoBoun TKaHu U MbliLjLax,
BCcrieACTBME OYeHb HU3KOU aKTUBHOCTMU

rmuueponKknHasbl, obpa3oBaHue
rmuuyepo-3-chpoccata, B OCHOBHOM
CBf1I3aHO C ITMIMKOJIU3OM.

N3BeCTHO, YTO NpUrnmnKonunse
obpa3syetcsa OAD(
AnokcunaueTtoHdocddaT), KoTopbin B

____ npucytcTtBuu rmuuepondocdar-Aalr
cnocobeH npeBpawaTbca B -3¢
(rmuuepon-3 dhocdar).



B neyeHu HabOnoparoTcaob6a nyTu
obpa3oBaHusa r-3-¢p. B Tex cny4asx,

— Korpa-copepxaHeuIFrnokosblBKK

NOHWXXeHOo( Npu ronogaHnun),
obpa3yeTca NUb He3Ha4YUTeribHoe
konunyecTtBo [-3-¢b. [MoaTomy,
ocBoOOAMTBLUMECSH B pe3ynbraTe
nunonu3sa XK He moryT ObITb
Mcnosib3oBaHbl BBUAY 3TOro Ans

pecuHTe3ad. [loaTomy oHuM nokmnpgaroT

XXT n Konn4yecTBO pe3epBHOIo Xxupa
CHUXXaeTcH.



3.¢oc¢af = e aumon(bocd

Aunn-CoA Ha
{ nuyepon -3-docoar- |
aunnTpancdiepasa ® | |oo
CoA C
NADP* NADPH + u*
O o)
i T
Hzc -0O-C— H1 Hzc ~0-C
HO-(liH 1-Aynnaurmnapo- -
i KcuayetToHdocoar i
H,C— 0'@ peayKra3a H,C-0— (
1-Aunnrnuuyepon- 1-Auvnavrnag

3-docdar 3UETOHPOC
(l'l“3°¢'00¢87"n“’ Aunn-CoA \



HeHacblWweHHbIe XXUPHbIle
KUCNOThI,
OnocuHres




f\/\/=:‘\2/=</\/\/\/ COOH

luHOneBar kucnora (w6, 18:2, A9,12)

\==/\=/\=/\/\/\/\ COOH

15 12 S

JIluHoneHoBanR kucnora (w3, 18:3, A9'12'15)



CuHTe3 HeHaCbIWEHHbIX XXUPHbIX
KMCIOT U3 HACbILWEHHbIX C

napannenbHbIM YOAITMHEHUEM LIEeNW.
Hecamypauyust npoxoauT noa AeucTBmem
MUKpPOCOMasribHOro KomMrnekca
dbepMeHTOB, COCTOSILLLErO U3 TpeX
KOMMNOHEHTOB 6efikoBOU NPUPOALI:
umuToxpoma b5, uutoxpom b5-

____ peaykTta3bl U gecaTtypasbl, KOTOpble
coaepxaT B CBOeM COCTaBe HeremoBoe
Xerneso.




B kayecTBe cybCcTpaTOB MCNOSL3YHTCA

HAO®PH v monekynsapHbIu Kucriopoga.

N3 3TUX KOMNOHEHTOB obOpa3yeTcH
KOpOTKas uenb NnepeHoca 3J1eKTPOHOB,
C MOMOLLbLI KOTOPON Ha KOPOTKUN
nepuoa BpemMeHu B MOJIeKyny XXUPHOWU
KUCIOTbI BKITHOYAKOTCH M’MAPOKCUSIbHbIE
rpynnbl



3aTeM OHM OTLLeNnNATCA B BUAe BOAbI,

B pe3yrnbTaTe B MOJIEKYyJie XKUPHOU
KUCNoTbl opmupyeTca ABoNHas
cBsi3b. IMeeTCcs Lenoe cemeucTBO
cyobeguHuy gecatypasbl, KOTOpble
cneuncnyHbl K onpeaerneHHoMy MecTy
BBeJeHUSA ABOMHOU CBA3MN.



02 + NADH + H*

NADY + H,0

I napoxcucreapoun-pepmenT

TMAPATA3A
H,0



HAAOH DAJ—<¢ fe 2t Fe 3% —OmeomrKoA+H,0
18:1 (A9)
. | [ . |
< > DATH , Fe3+< > Felt Creapoun-KoA + 0,

HAJI®
. 18:0

[utoxpom bs- {uto- Jlecary-
pemyKTasa Xpom bs paza




IIpoucxo:kaeHre HEHACHIIIEHHBIX dKUPHBIX KUCJIOT B
KJeTKax opranu3dMa. Mera0o1u3M apaxua0HOBOMI
KHCJIOTbI

He3ameHUMbIe U 3aMeHUMbIE - Cpeau
HeHaCbIWEeHHbIX XKNPHbIX KUCIFIOT B
OopraHn3me 4yernioBeka He MOryT
CUHTE3NpoBaTbCA W-3 U W-6 XXUpPHbIe
KUCIOTbI B CBA3U C OTCYTCTBUEM
doepMEeHTHON CUCTEMBI, KOTOpas Morna Obl
KaTanmanmpoBaTb obpa3oBaHne OBONHOU
CBAI3N B NOJIOXEHUUN W-6 nnm nrodom
OPYromMm nonoXeHuu, 6rnsko pacrnonoXeHHOM
K W-KOHLY.




K Takum XUPHBIM KUCJI10TaM OTHOCATCH
nuHoneBasd Kucnorta (18:2, A9,12),

nnHoneHoBasn kucnorta (18:3, A9,12,15)
n apaxupgoHoBas kucnota (20:4,

AS5,8,11,14). NocnenHsas aBnaeTcs
He3aMeHUMOM TONbKO Npu HegocTaTke

JINHOJIEBOWU KUCNOThI, NMNOCKOJ1bKY B HOPME OHAa

MO>XET CUHTE3INPOBATLCA U3 FINHOJIEBOW
KUCJIIOTbI



Y yenoBeka nNpu HegocTaTKe B NuLLe
He3aMeHUMbIX XXUPHbLIX KNCNOT ONMMcaHbl

nepmatosnorndyeckme nameHeHusi. OObIYHbIN
paLUMOoH B3POCIIbIX NIOOEN COOEPXKUT
OOCTaTo4YHOE KONMUYECTBO He3aMeHUMbIX
XUPHBbIX Kncnot. OgHaKo Yy HOBOPOXOEHHbIX,
KOTOpble Nony4atoT paunoH, obeaHEHHbIN
XUpamu, oTMeYatoTCsl NPU3HAKU NOpPaKeHUs
KoXXn. OHN NPOXOOAT, €CNU B KYPC NeYeHuns
BKIIIOYAETCS NMHONEBasi Kucnora.



Cny4dan nogobHoro geduumTta HabnogarTca Ny
nayMeHToB, KOTOPbIe ANUTENbHOE BPEMS

___HaxoO4aTcd Ha fapeHTepanbHOM NUTaHIMAM,
obegHEHHOM He3aMeHUMbIMU XUPHbIMU
Kucrnoramu. B kayectBe NpodpuUnakTMKmM Takoro
COCTOSIHUSA AOCTaTOYHO, YTOObLI B OpraHn3m
nocTynanu He3aMeHUMbIle XXUPHble KUCIOThbI B
konun4yectBe 1-2% oT o0Len Kanopmyeckoun
noTpebHoOCTMW.



CuHTE3 HEeHAaCbILWEeHHbIX XUNPHbIX
KUCJIOT U3 HACBLILLWEeHHbLIX C

—rapannensHIM yatHe e M et
Hdecamypauyusi npoxoguT nod AeNCTBUEM

MWKPOCOMasibHOro Komnnekca
depMEHTOB, COCTOSLLIErO U3 TPEX
KOMMNOHEHTOB DenkoBoW Npupoabl.
umuToxpoma b5, uutoxpom bS-
peAyKTa3bl U gecaTtypasbl, KOTOpbLIe
cogep’aTt B CBOEM COCTaBe HeEreMmoBoe
xene3o0. B kadectBe cybcTpartoB
ncnonb3ytotca HAOPH wn
MOJIEKYNAPHbLIN KUCIOPOA.




N3 3TUX KOMNOHEHTOB 00pa3yeTcA KOPOTKas
Lenb nepeHoca 35IeKTPOHOB, C MOMOLULIO

—  KOTOPOU HA KOPOTKMU- Nepuoa BpeMeH-B=——
MOJMEKYny XXUPHON KUCIOTbl BKMHOYarOTCS
rMAPOKCUNBbHbIE rPynnbl. 3aTeM OHU
OTLLEeNNAKTCA B BUAe BoAbl, B pe3ynbraTte B
MOJIeKyJie XXUPHOU KUCIOTbIl hopmMmupyetcs
ABOUHasA cBA3b. MmeeTcs uenoe cemMencTBo
cyobeanHuy gecartypasbl, KOTOpble
cneundUYHbI K onpeaeneHHOMYy MecTy
BBeAeHUSA ABOUHOU CBA3M.



OoOpa3oBanye ¥ yTHJIM3AUA
KETOHOBBIX TeJI

[1ByMSsi OCHOBHbIMM BUAaMMN aLETOHOBBLIX TEST
SABNSAOTCA aueToaleTaT u 3-
rmapokKkcnoyTupar. B-ruapoKkcnoyTupar -
9TO BOCCTaAHOBIIEHHAs (popMa aueToaueTaTa.
ALeToaueTaT obpasyeTcd B KNeTkax nevyeHu
n3 auetun~KoA. ObpasoBaHune nponcxoguT
B MUTOXOHAPUANbHOM MaTpUKCe.



0 0 0 A LeToate
I [ [ au
2CH3C~SK 0A I‘”O"a%‘; CH3-C-CH2C~SK 0A WK oA
Auetun-KoA
k KOA-SH romrkoa | §
cuHTeTasa  |CH3-C~SKoA
auetun-KoA
KoA SH v
(|:|) CH3
g

CH3C-CH2CO0r "00C-CHz(-CHz C~SKoA
Au,eToaueTaT OMT-KoA

JIWasa OH
CHsC-SK o FOMT ~KoA




[lepBoHavyanbHasa ctagua 3Toro npotecca

__KaTanusupyercd pepMeHTOM - 3=

KeTtoTnonasou. 3atemMm auetoaueTun-KoA
KOHOEHCUPYETCA CO cneayloLlen
Monekynou auetun-KoA nog snnaHuem
doepmeHTa FTOMI-KoA cuHTeTasbl. B
pe3yrnbrate obpasyeTtcs B-rnapoKcu-3-
metTunrnoTapun-KoA. 3atemM qoepMeHT -
FTOMI-KoA nua3sa katanuanpyer

— pacuwennenne NOMI-KoA Ha
auetoaueTtaTt u aueTun-KoA.



B nanbHevweM aueToykcycHaa KucnoTa

BOCCTaHaBNMBAETCA No BIIMAHUEM
depmeHTa b-
rmopoKkcuoyTupartoerngporeHasbl 1 B
pe3ynerate obpasyetca b-okcumacnsaHas
KUCnoTa.



3ateM hbepmeHT - TOMI-KoA nuasa

KaTann3upyeT pacLienyeHne
[OMI -KoA Ha aueTtoaueTaT u
aueTun-KoA. B nanbHenwem
aLeTOyKCyCHasA KUCroTa
BOCCTaHaBrniMBaeTCcs noa
BNUsiHUeM pepmMeHTa b-
rmopoKkcuoyTupartoernaporeHasbl
N B pe3ynbraTte obpa3syetcs b-
OKCUMacCrIsiHas KUCJoTa.



3TN peakumn nponucxoaaT B MUTOXoHOpuUsAX. B
LMTO3051€ UMEKTCS N30PEPMEHTDI - [3-
ketoTunonasbl u FTOMIN~KoA cuHTeTasbl,
KOTOpblE TaKkKe KaTanmampytoT obpasoBaHue
FTOMI~KoA, HO B Ka4ecTBe NMPOMEXYTOYHOro
NpoayKTa B CUHTE3e Xoriectepona.
LInTO30MbHbLIN U MUTOXOHAPUANbHbLIN POHAObI
FTOMI~KoA He cmelumBaloTcs.



OOpa3oBaHMe KETOHOBbLIX TeNn B

~  Ne4YeHN KOHTPONMpPYyeTCH COCTOSAHNEM

NnUTaHuA. Takoe KOHTPOJSIbHOe
AeUCTBMEe YyCUNUBaeTCcs MHCYTUHOM U
rnroKaroHom. [NpuHATHE NULWLKN U
MHCYJIMH CHMXaKT obpa3oBaHue
KEeTOHOBbIX Tesl, B TO BpeMS KaK npw
rornogaHun CTUMYIIMPYeTCH KeToreHes
BCrieACTBUe yBennyeHus Konm4yecrtBa
XUPHbIX KNCNOT B KreTKax



[lpy ronogaHumn ycunmsBaeTca NUNonus,

pacTeT ypOBeHb IMIKKaroHa

N KOHUeHTpaunsa uAM® B nevyeHwm.

[Mpouncxoaunt dboccopunupoBaHme, TeM

camMbIiM aktTusauusa FOMI-KoA

CUHTeTa3bl. ANnocTepuvyecKum

nHrmountopom NOMI-KoA cuHTeTa3bl
___ BbicTynaet cykumHun-KoA.



MCTOYHMUKOM IHEpPrum Ans Mbillil,; rnpu
NPOAOMIKUTENbHOM rosiogaHN OHU MOTyT
MCNONMb30BaTbCA LEeHTpPaNbHON HEPBHOMU

cucrtemon. Cneagyert umeTb BBUAY, YTO

OKUcneHue KetoHoBbIX Ten HE MOXKel
npoxoauTb B Nne4yeHu. B kneTkax gpyrmnx
OpraHoB U TKaHen OHO NpoTeKaeT B
MWUTOXOHAPUSIX.



Takas nsbuparenbHOCTb OOyCrOBneHa

~— TTORanwv3angvieil (pepMEHTOR,

KaTaJIMSUPYROLUX 3TOT NpoLecc.

CHavana B-rmgpokcubyTtupart germgporeHasa
KaTanu3anpyeTt oKkucreHue 3-
rmapokcmnobyTuparta oo aueroauerata B HAl+-
3aBMCYMOM peaKkuumn. 3atemM C NOMOLLbIO
depmMmeHTa, CYKUMHUN~KOA -
Auetoauetun~KoA tpaHcdepasbl,
KodpepMeHT A nepemeLlaeTcs C
cyKumHun~KoA Ha aueTtoaueTar.



~ Obpasyetcsa aueToaueTun~KoA, KoTopbIN
ABNSETCS NPOMEXYTOYHbIM NPOAYKTOM
nocrnegHero BUTKa B-OKUCrIeHUNA XKUPHbIX
KNCINOT. QTOT OEPMEHT B NevYeHn He obpasyeTcs.

MIMEHHO NO3TOMY TaM He MOXET NMpPoucxoauTb
OKUCIIEHME KETOHOBbIX Ter.



3aToO CNYCTHA HECKOJSILKO CYTOK nocne

Ha4varia ronogaHus B KrieTkax Mo3ra
Ha4yMHaeTCs 3KCrnpeccus reHa,
Kogupyrowero aToT oepMeHT. Tem
caMbIM MO3r aganTupyeTtcs K
MCMOJIb30BaHUIO KETOHOBLIX TeN B
KayecTBe arfibTepHaTUBHOIO UCTOYHMUKA
3Heprumn, CHMXxasl CBOKO NOTPEOHOCTL B
rnoKo3e u bernke.



_ Tunonasza goBepllaeT pacllengeHuye.
aLeTtoauetunn-KoA, sctpanBasa KoA

No MECTY pa3spbiBa CBSA3U MEXOY O U
B yrnepogHbiMn atomamu. B
pe3yrnbrate obpasyeTca ABe
Monekynbsl aueTun-KoA.



MHTEeHCUBHOCTb OKUCNEHUNA KETOHOBbLIX

Ten BO BHEMNEYEeHO4YHbIX TKaHAX
NnponopLuMoHaribHa UX KOHLeHTpauuu B
KpoBU. O0OLLaA KOHLUEeHTpauus
KETOHOBbIX TeJ1 B KPOBU OObIYHO HMXe
3 mr/100 mn, a cpeaHAA execyTo4yHas
JKCKpeLuuns ¢ MO4YOU cocTaBndeT

___ npubnusutenbHo ot 1 oo 20 mr.



B onpegeneHHbIX MeTabonn4yecKkmux

YCIIOBUAX, KOrga npoucxoouTt
MHTEHCUBHOE OKUCJIEHUEe XUPHbIX
KUCIOT, B Ne4YeHn odbpa3yrorca
3HauYuTernbHbIe KONIn4YecTBa TakK
Ha3bliBaeMbIX KETOHOBbIX Terl.



CocTosiHue opraHu3mMa, NpPu KOTOPOM
KOHUEeHTpPaunsa KEeTOHOBbLIX TeN B KPOBU

Bbille HOPpMafibHOWU, Ha3bIBaeTCH
KeToHemueu. lNoBbIlWeHHOEe coaepKaHue
KEeTOHOBbIX T€J1 B MOYe Ha3bliBaeTCH
KeTOHypuen. B Tex cnyyvasx, Korga umeet
MeCTO BblpaXXeHHass KeTOHEeMUS N KETOHYPUA,
B BblAblXaeMOM BO34yXe oLlyLlaeTcs 3anax
aLeToHa.



OH oOyCcnoBneH CNOHTaHHbIM
AeKkapobokcunmposaHMeMm aueTtoaleTtaTa
B aLeTOH. AT TP CUMIMNTOMA -
KeTOHEeMUs, KEeTOHYpPUS n 3anax
aLeToHa npu gbiXxaHUun oo bLEeaUHAIOTCA
o0OLWMM Ha3BaHUEM - KeTo3



KeTo3 BO3HUKaeT B pe3yribTaTe He4OCTaTKa

—  AOCTYNHBIX YITTEeBOAOB. Hanpyumep, TTpH
rorogaHum ux marno nocrtynaet (MU He
NnocTynaeT) C NuULen, a Npu caxapHom
AnabeTe, BCrieacTBMe HepJocTaTKa ropMoHa -
MHCYJIMHA, Korga rrnrokKo3a He MOXeT
3¢ PEeKTUBHO OKUCHIATBLCA B KrieTKax opraHoB
N TKaHeMwW.



_ 10 NnpUBOOMT K AUucOanaHcy

MeXxay atepudukaumen mn
FIMNONMIU3OM B XXMPOBOM TKaHU B
CTOPOHY MHTEHCUMPUKaLUn
nocrnegHero. OH obycnoBneH
CMOHTaHHbIM
AeKapookcunmpoBaHuem

— aueToaueTaTa B aUeTOH.
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KonnyecTtBo aueToaleTaTa, KoTopoe

~—  BOCCTaHaBITMBAETCH B B-TMApPOKCHUOyT™HApar,
3aBucut ot cootHoweHns HAOH/HAQ+.
BoccTtaHoBNEHWE 3TO NpoOMCXoauT noa
BIMUAHNEM dpepMeHTa [3-
rmopoKkcuoyTupartaerngporeHasbl. [ledyeHb
CITY>KUT rnaBHbIM MECTOM O0Dpa3oBaHUSA
KETOHOBbIX Ten brnarogapst BbICOKOMY
cogepxxaHnto FOMI'-KoA cuHTeTasbl B
MUTOXOHOPUSX renaToLUnTOB.
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brocuntes XC

XC cuHTtesnpyetcs renatountamm( 80%),
aHTepouutamm (10%) , knetkamum noyek (5%),
N KOXEWN.

B cyTkn obpasyetca 0.3-1 r XC( aHOOreHHbIN
nyn).



dyHKunn XC:

7@ HenpeMeHHbI y4aCTHUK
KNeTo4YHbIX MeMbpaH

@2 MNpegwecTBeHHNE CTepOnaHbIX
OPMOHOB

— @2 [MpeaLlwecTBEeHHMK Xen4YHbIX
KUucnot v ButammHa



EXxecyTo4yHO YenoBek noTtpeodbnseT ot 2-3r

XC. Mpouecc 6uocuHTesa XC BKNQYaAET B

cebs 6onee 35 3H3MATU4YECKUX peaKLUN.
B HUX BblaensawoT 3 cTaguu:

NpeBpaweHue auetun-KoA B
MeBaNIOHOBYIO KUCJIIOTY

OOpa3oBaHuMe cKkBarieHa U3 mMeBarioHOBOU
KUCIOThI

NpeBpaweHne ckBaneHa B XC



™ CoA+SH
CH, )
O & O
]
(5 Auyeroauernn-CoA

O
s ol|
Auerun-CoA
M -CoA-CMHTA3A G e
CoA-SH

CH, O
ol

o] e of ®
~00C—-CH,— C—=CH,— C~S -CoA
!

s & =



0 0 0 ALeToalle
I | | /
2CHxC~SK 0A 1”0”338 ,  CH3C-CH»C~SK 0A K oA

Auetn-KoA | wppA-SH 0
' B [OMT -K0oA [
chHTeTasa  |CH3-C~SK oA
aLeTun-K oA
KoA-SH v
0
I ?H?’ ¢
CH3-C-CH2CO0 < 00C-CH2C-CH2C~SK oA
AueToaLjerar | OMI'-KoA
1 1vasa OH

— CH3C~SK 0A TOMT ~KoA




[ OMI ~KoA C s

2 HA 1IoH
2HA® & OMI ~KoA penykTasa
MeBaroHaT C s
3ATO
AOD &~
S-nupopocdo-3-pochomMeBarnoHar C &
CO»
N0MNEHTEHWTNNPO- «———— aMMeTMiaivmmnnpo-  C - s
ocar docdar
repaHnmupodocar C 10
N30MNeHTEHUST
npodgocdar {
OPw ¥

(b apHeamnnupogochar C 15
apHeammmupodochar HA IJDH
i

CKBaneH C 30



(2) NADPH

acetyl-CoA \
+ ——=-HMG-C oA g » mevalonate
acetoacetyl-CoA o (3) ATP
reductase

B Co,
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prenylated
heme a proteins
dolichol
ubiquinone geranyl pyrophosphate
bile salts steroids farnesyl pyrophosphate
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