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Knaccudumkaumsa u cTpoeHne XUPHbIX KUCIOT

Kapb6oKkcunbHas 0\ /O
epynna
y2s/1e8000POOHbIU
xeocm

HacCbllWleHHasA HeHacCbIlWeHHan
XUpPpHaA KUcrnoTa XUpPpHaAa KUCrnoTa



Knaccudumkaumsa u cTpoeHne XUPHbIX KUCIOT

[TpocTpaHCTBEHHAA n3omMmepus HeHacblWweHHbIX XK

* [1BOMHbIE CBA3N B XUPHbIX
KMCOoTax B opraHn3me
YyerioBeka MMerT yuc-
KOHpurypauumio.

H

P N
Y COOH

* Llnc-koHdurypauma gBonHOM
CBA3M genaet anndgaTtuveckyro
Lenb XXUPHON KNCIOTbI
N30rHYTOW N CHUXAaET UX
Temnepatypy nnasneHus.

mpaHc-KoHdUrypaums

* XupHble KUCNOTbLI C MpaHc-
KOHduUrypaumeun 4BONHON
CBHA3M MOTyT NOoCTynaTb B
OpraHn3m c nuLlen, Harnpumep
B COCTaBe mMaprapuHa.

yuc-koHdpurypaums

COOH



Knaccudukaumsa u cTpoeHne XUPHbIX KUCIOT

[MpnHUMNbI 0003Ha4YeHus atomoB yrinepoaa B XK

KapOOKCUNbHbIN

W-KoHel
KOHeL|

COOH—CHy;—CHy—CHy;—CHy—CHy;—CHy;—CHy—CH>—CHg

A Hymepauus 1 2 3 4 5 6 7 8 9 10
W Hymepauus 10 9 8 V4 6 5 < 3 2 1
rpeveckue BykBbl o B Y 0




Bunonornyeckue MyHKUUN XXUPHbIX KUCIOT

BUOJIOF'MYECKUE ®YHKLUNA

XUPHbIX KUCNOT
OQHEPIFETUYECKAA PEFYNATOPHAA
CTPOUTENBbHAA
JHepreTuyeckas * OKUCIMEHNE XUPHbIX KACIOT — BaXXHENLUMN NCTOYHMK
doyHKUMSA 9Heprun ans cuHtesa ATO;
CtpouTtenbHas * JKUPHbIE KNCIOTbl BXOOAAT B COCTaB pocponmnmuaos
doyHKUMSA KIETOYHbIX MEMOpPAaH W1 XXNPOB;

PerynﬂTopHa;l MHOIMe XUpHbl€ KUCIOTbl N NX NMPOU3BOAHbIE ABJIAIOTCA
beHKLI,VIFl Ba>XHbIMWN CUTHAJIbHbIMW MOJIEKYJ1aMMW.



BnocuHTe3s XUPHbIX KUCNOT




CBA3b rMUKonu3a u OMOCUHTE3a XUPHbIX KUCHOT

* BMoCKMHTES XUPHbLIX
KUCNOT NpoMcxoauT B
abcopOTUBHbLIN
nepuvoga.

rMIOKO3a === MUpyBaT XUPHbIe KUCINOTbI

B

auertun- KoA auetun-KoA

/\ — P-}oxcanoaueTaT

oKcanoaueTaTt LMTPAT == - LUTPAT

B aToT nepuopg
NOCTYNNEHNE TIOKO3bI
B KPOBb 1 €€
nocreaytoiiee
OKUCNeHne
obecrneynBaeT KnNeTky
cybcTpatamu ons
CUHTE3a XXUPHbIX
KNCIOT.




CBA3b rMUKonu3a u OMOCUHTE3a XUPHbIX KUCHOT

1 MUKONn3

KNCINOT

I
I
I
I
I
: rniokKo3sa 2} nupyBart XUPHbIe KUCNOTbI
I
2 OKUCI1eHune i n +
nMpyBarta : ? @
I T
' -KoA
3 obpa3oBaHue i auetun-KoA auetnn-Ko
I
HiTpara : 9\ — 3» oKcanoaueTaTt
I
1
4 TPaAHCMNOPT UnTpartTa : oKcanoaueTtaTr uMTpaT-e-)LWITpaT
I
B LNTO30J1b : ——
I
g PacuienneHue | el .
uuTpaTa : J
I
I
6 OBUOCKMHTES XUPHbIX |
I
I
I



[MyTn BKkNnrovyeHns nupyBaTa B umkn Kpebca

lNMupyBaT aBndetcs
NPO4YKTOM OKUCNEeHUA
[MHOKO3bI.

B pesynbrarte
KapboKkcnnmpoBaHus
nupysaTta obpasyeTtcs
OoKcanoauerTar.

B pe3ynbrarte
aekapbokcunmpoBaHug
nupyBaTa obpasyeTtcs
auetun-KoA.

Lintpat — npoaykr
KOHOEeHcauun aueTun-
KoA n okcanoaueTaTa.

Manat

nupyBart
COy
rngK
ATo s A
nupysam \ CcO
2

kapbokcuna3sa

V
/ auetun-KoA
AD + P,

A\
OKcCasnoauetrtar \ yumpam
—

CUHMa3a
H,O

umMTpar



MeTtabonuam uuTparta B LIUTO30r€

B uutosone uutpar
pacuiennsierca go
auetun-KoA u
okcarnoaueTaTa.

 Okcanoauertart
BOCCTaHaBNMBaeTcda Ao
Manarta, a 3aTem
oKucnaeTcsa o
nupyBara C
obpa3oBaHMEM
NADPH.

 Auetun-KoA u
NADPH uncnonbaytotca
ONA CUHTE3a XXUPHbIX
KWUCIOT.

CUHmMe3

ATO JKUPHbIX
Kucsom

uuTpar

AL® + P, /

umpaminua3sa
HEEP aueTun-KoA

OKCalnoauertart

NADH +H*
YumMo3osibHasi

Manamoez2udpozeHe3a
NAD*

Manart

NADP*
Manuk-¢ghepmMeHm

NADPH = + H*
co,

nupyBar



Lukn «yutpaT-nupyBaT»

MUTOXOHAOPUOH LUTO30J1b

auetnn-KoA

auetun-KoA

> uutpar \j

Y
— oKcanoaueTar

umTpar

NADH
OoKcanoaueTar

mManart

nupyBaT <

nupysart

@ NADPH

« [lnpyBsaT, obpa3oBaHHbIN B pe3ynbTaTe OKUCIIEHUS ManaTta B LuTo30ne,
TpaHCNopTUPYyeTCH 0OpaTHO B MaTPUKC MUTOXOHOPUNA.



BrocuHTes XKu PHbIX KUCJ10T

ManoHunn-KoA — knrodeBon metadonut onocmHtesa XK

AT®  AlO+P,

49 N 49
H3C—C\ + HCO,4 OOC—CHZ—C\
S— CoA auyemus-KoA S— CoA
kapbokcuna3sa
aueTun-KoA manoHusn-KoA
o)
I
HN” NH
« KodepmeHToM chepmeHTa aueTtun-KoA e CH
KapboKkcunnasbl ABNAETCA NMPON3BOAHOE Hzc’\ /‘CH
bnotuHa (BUTammHa B-). S CHy— CHy—CHy—CH;— 00"

BUOTUH



BrocuHTes XKu PHbIX KUCJ10T

CTpoeHne CMHTas3bl XXUPHbIX KUCIOT

/~ manonun / , , ,
N- [ KeToauwn aueTtun ruaparasa SHoWN KoToaum ANB Tuoacrtepasa -C
CUHTa3a TpaHcauunasa ~ pepykTasa peaykrasa »
/ xeroaun ceToauun * CunHTasa XUpHbIX KNCNOT
L s Wy s s npeacraensaeT cobon agumep 13
OBYX NOEHTUYHbIX
) \ mparasa ANB nonunenTuaHbIX Lenewu.
Mo3cTepasa | TMo3CTepasa « Kaxablii npoToMep nmeeT
o oo [IOMEHHOE CTPOEHWE U BKIoYaeT
manoHun | manoHun / [/ aKTUBHbIX LeHTpoB 1 AlbB

r aueTtun aueTun

\ TpaHcaumnasa / TpaHcauunasa (alJ,Vlnl'lepeHOCﬂUJ,Mﬁ 69]'|OK).



BrocuHTes XKu PHbIX KUCJ10T

« Kaxxgblh npoToMep coaepXuT ase cynbrnapusibHble
rpynnbl.
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Cle |+ SH-rpynnbl N(POTOMEPOB NPUHaANEeXaT PasfMYHbIM
c|> : pagukanam.
“0—P= I
— (|) : » OgHa SH-rpynna npuHagnexumt umcteuHy (1) B
cIH [ COCTaBe KeToauuncuHTasbl, gpyras - octaTky
|’ : docconaHTeTenHoBOM Knucnothl (2) B coctase Allb.
CH3_CI_CH3 I
I
naHTOTeHOBas C|H°H :
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BrocuHTes XKu PHbIX KUCJ10T

CTpoeHne CMHTas3bl XXUPHbIX KUCIOT

KeToauun auetun
CUHTa3a TpaHcdepasa

ManoHun
TpaHcdepasa

eHoun KeToauun

™O
peaykrasa AEMAPaATasa  ,onykraza AlB

3CTepasa

HTC naH

|
SH SH
|SH |SH
naH e

KeToauun

eHoun
peaykraza Ae€TUApaTasa .. ra3a

ManoHun
TpaHcdepasa

auetun KeToauun
TpaHcdpepasa CUHTa3a

* SH-rpynna yucrtenHa ogHOro MOHoOMepa pacrosioXeHa psagom ¢ SH-rpynnomn
dooconaHTeTEMHATA APYroro npotomMmepa.

* Taknm obpasom, NpoToMepPbI pepMeHTa pacnonoXeHbl «royioBa K XBOCTY».



BrocuHTes XKu PHbIX KUCJ10T

Ctagua 1: koHOeHcauus

o (0)
N
ManoHuUnbHaa rpynna r C—CH,—C—S

_o/ \

aleTUusibHasA rpynna

* Peakumns 1: nepeHoc
aueTuUIibHOW rpynnbl Ha
CynbdruapunbHyto rpynny
LIUCTENHA;

* Peakuusa 2: nepeHoc
MasiOHUNbHOW rpynrbl Ha
CynbruapunbHyto rpynny
auunnepeHocsulero benka;

0 0
I I  Peakuunsa 3: kKoHOeHcauus
CH3_§_§H2 > aLUeTUNbHOW rpynnbl C

OCTaTKOM MarnoHuna u
obpasoBaHnemM pagukana
aueTtoaueTtuna.

=

=
B
S
>
S
N3]

N

(@)
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BrocuHTes XKu PHbIX KUCJ10T

Ctagusa 2: BoccTaHoOBlIeHue

HS
 Peakuus 4: BoccTaHOBIeHMe
NADPH +H™ aleToaueTuna npu ydactum
BOCCTAHOBJIEHUE ( NADPH-3zaBucumoro
NADP * KeToaunnpeaykrasHoro
i LieHTpA.
- o

I |
CH3—CI— CH,—G-—S
OH

HS




BrocuHTes XKu PHbIX KUCJ10T

Ctaavsa 3: gernpgpartauus

* Peakuua 5: gerngpartaums
obpasoBaBLuUerocs pagukana.




BrocuHTes XKu PHbIX KUCJ10T

Ctagus 4: BoccTtaHoBIeHue

H o

| I
CH; —c=c|—c—s

|-I|-|s
| 1  Peakuus 6: BoccTaHOBeHne
O > > ) npun y4actm NADPH-
3aBUCUMOI0 EHOUISI-
NADPH +H™ penyKTasHoro LueHTpa.
BOCCTAHOBJIEHUE (
— » B pesynbraTte obpasyetcs !
\/ OCTaTOK ByTupuna, cBA3aHHbLIN
HacblWeHHan auunbHas (o) C CyﬂbeFMD,pMﬂbHOVI prﬂﬂOVI

rpynna, yanuHéHHas Ha

2 yrnepoaHbIX aTomMa CH;—CH,— CH,—C—S AlB.




BrocuHTes XKu PHbIX KUCJ10T

[locnepoBaTenbHoOe yaArIMHEeHWe yrrneBoaoOpoaHON Lenun
—=0
T L >€§ D

XUPHbIX KUCNOT

—nNn—N—N—N—nN
N I =T
N N w

NANbMUTAT



[MyTn obpa3zoBaHnsa NADPH B unto3one KneTku

NADP* NADP*
NADPH NADPH
rnOKO30- S / S S / S puoyno3so-
6-bocdaT  Lopmosogpocpammbii nyms  O-Pocdar
(okucrnumerneHbIU 3mari)
COO~ NADP* NADPH + HY ?OO'
CHOH C=0
: E | + CO,
CH; Masnuk-cgpepMmeHm CHs
COO- nupysar



KaTtabonnam rnoko3bl 1 OUOCUHTE3 XUPHBLIX KUCNOT

rnroKo3a

SJIUKosu3

XVUpHas nupyBaT — — — — — — — >  nupysat

NADPH
MneHmMo3so- NADPH
gochamHbIU
fiymb Manat okcanoauetat aueTun-KoA
pnbynoso-5-
docdar auetun-KoA oKcanoaueTart
UUTPAT € — — — — — — — — — —— — — uuTpar

« Takum obpasom, ABa NMyTU OKUCIIEHUS TTIOKO3bl 0becnevynBaroT KNeTky
cybcTparamm ansa cnHtesa XupHboix kncnot: auetun-KoA, NADPH n ATO.



Peryn;lu,vm OnocuHTe3a KUNPHBIX KUCHOT

nyTH perynsuusa akTMUBHOCTMU
aueTun-KoA-kapbokcunasbl

KOBasrieHTHas annocrepuyeckas accouunauus/guccouymaums
moaudukaums perynauus npoTOoMepoB
(bochopunuposaHue/

nedochopunnupoBaHme)



Perynaumsa auetun-KoA kapbokcunasbl

Perynaumsa nytem KoBaneHTHON MoanuKaLmm

ATO

g/ o

_—"  KuHa3za

auetun-KoA
Kapbokcunasa

(akTMBHas)
\ gocpamaza _~

0

H,0

auetun-KoA
kapbokcunasa
(HeakTnBHas)

« docohopunupoBsaHue aueTnn-KoA kapbokcunasbl nog AENCTBUEM
NpoTEUHKMHA3bI A nepeBoAuUT (PEPMEHT B HEAKTUBHOE COCTOSIHME.



Perynaumsa auetun-KoA kapbokcunasbl

Perynaumsa nytem KoBaneHTHON MoanuKaLmm

ATO

g/ o

_—"  KuHa3za

auetun-KoA
Kapbokcunasa

(akTMBHas)
\ gocpamaza _~

7

auetun-KoA
kapbokcunasa
(HeakTnBHas)

« [NedocdhopunupoBanue auetnn-KoA kapbokcmnasbl nog AENCTBUEM
docdonpoTtenHdpocdarasbl nepeBoanT PEPMEHT B aKTUBHOE
COCTOSIHMeE.



Perynaumsa auetun-KoA kapbokcunasbl

rnKosa
v
JEEETEE uuTpar
MHCYFNH - - - - - - - :
v : l
(+) ;
pocpamasa ' aueTun-KoA
P, v
O )
ayemun-KoA-kap6okcunaza - auemun-KoA-kapb6okcuna3sa G)
(HeakmueHas) (-]
Ao ATO A v
- {Manouun-KoAJ
o ] | 1
FMIOKAroH - ===--- 4 ; v

nanbMuTaT

l

|
‘< - nanbmutounn-KoA



Perynaumsa auetun-KoA kapbokcunasbl

HeakKTUBHbIU
anmep AKK &
uumo3osib CX)

deghocgpopunuposaHue ===-- > ° O <4----- ¢ocpopunupoeaHue

MUMOXOHOPUOH

uMTpaTt LMTPAT -----=--=--- ) -+ Y .

6es1ok-mpaHcrnopmép

yumpam akTuBHbIn nonumep AKK
Jiuasa
@ €---------mm e '
Y
auetunn-KoA » ManoHun-KoA

- o e o o

CUHMa3a
XUPHBLIX KUcsiom

R L TP TP PP nanbmutoun-KoA -------



Perynaumsa auetun-KoA kapbokcunasbl

@ UNTPAT
HeakTVBHas N N

kapbokcunasa I —

YacTUYHO
aKTUBHas
Kapbokcunasa

UNTPAT

aedochopunupoBaHHbIN
tepmeHT

BbICOKO
¢ocopunupoBaHHbIN
thepmeHT

aKTUBHOCTb aueTun-KoA-kap6okcunasbl

I I |
0 5 10

KOHUeHTpauua uutparta (MM)




B1ocHTe3 HeHacCbILEeHHbIX KNPHBIX KUCIOT

HNecatypauus — obpasoBaHue ABOUHbLIX cBA3en B KK

0
7
CHg = (CH,),, = CHy = CH, = (CH,),,, — c\’ +0, + 2H*
SCoA
HacbIwWeHHbIN auun-KoA uum b uum b-pedykmasa
(Fe2*) (FAD) NADH + H*
ayun-KoA
decamypa3sa uum by uum b -pedykmasa
(Fe®*) (FADH,) NAD*
, o]
CHz = (CH,),=CH=CH~-(CH,),,—C 2 H,0
“SCoA

HeHacbIWeHHbIn auun-KoA

« OOpasoBaHMe ABOWHLIX CBA3EW B YrnepogHOM pagukane XXUpPHbIX KUCNOT
KatanmanpyoT aunn-KoA gecartypasbl.

« B pesynbraTte gecatypauun B opraHn3Me CUHTE3NPYIOTCA ONenHoBas U
NarbMUTOONENHOBAS KACHOThI.



AKTBaUuAa u nNyTun MeTaborimama KNPHBIX KUCIOT

Auun-KoA — metabonunyeckmne aktuBHasa cpopma XK

R—COO  + HS-CoA

XUpHaAa KucrnoTta kodpepmeHT A

XNPHasA KUCrnoTa

v

/- ATO aunn-KoA
auusn-KoA
CuUHmMemasa \}
AMOD + PPi
A\ P ey
OUOCUHTE3 OKucneHue OnocuHrTes
R— C o S COA XXUpoB ¢occhonunupgos

auun-KoA



KaTabonunam XupHbIX KUCIOT




KaTtabonnsm XupHbIX KUCIOT

B-okncneHue - cneundunyeckn NyTb KaTabonuama XNpHbIX
KWUCIOT, NPOAYKTOM KOTOpPOro asnsetcd auetus-KoA.

KPUCTbI

MEXMEMBPAHHOE
NPOCTPAHCTBO

BHELIHAA
MEMBPAHA

BHYTPEHHAA
MEMBPAHA

OKUCNEHME XNPHbIX KUCNOT NponcxoauT
B MUTOXOHOPUSX TOFNIbKO B a3POOHbIX
yCnoBUSAX (B NPUCYTCTBUN KNCopoaa).

CH, _---7, 8 auetun-KoA
174

4 ////,

7/ / / /



TpaHCNOPT XNPHbIX KUCNOT B MUTOXOHAPUMU

BHelHAA MeM6paHa BHYTpeHHAA MeM6paHa
MUTOXOHAPUMU MUTOXOHAPUU
LUMTO30Mb \ MeXmeMmbpaHHoe MaTpUKC
NPOCTPaHCTBO KapHUMUH

ayunmpaHcgepa3sa Il

0] (0]
V4 V4
R_C\/ R—C \/
\ \ S-CoA KapHUTUH \ S-CoA
-
| ol /
\ I/ KapHUTUH R_c/ CoA-SH
CoA-SH \ \KapHMTMH
KapHUMUH mpaHcrnopmeép
ayunmpaHcgepasa |
CH,

« YXnpHble KNCNOTbl TPAHCMOPTUPYIOTCS
B MaTPMKC MUTOXOHAPUI nocre CH;—N*CH,—CH—CH,—C00"
KOHblOraLmm ¢ KAPHUTUHOM. C|H3 (l)H



KaTabonnam XUpHbIX KUCAOT: 3Tarnbl [3-OKUCIMEHUS

B a
R—CH; —CH,; —CH,—C—S-CoA auun-KoA

|
0

1 aumnn-KoA
aernaporeHasa FAD
FADH, 0
2 eHoun-KoA T
rmaparasa R—CHz—C=CI—(Ii—S-CoA eHoun-KoA
H O
ero
OH

|
R—CH 2—(|Z—CH z—ﬁ—S-CoA 3-rnapokcuauun-KoA

H (0



KaTabonnam XUpHbIX KUCAOT: 3Tarnbl [3-OKUCIMEHUS

OH

R—C Hz—(li—CHz—ﬁ—S-CoA 3-rupgpokcuauun-KoA

(Tonasa)

I
]
]
I
I
I
1 aunn-KoA ! H o)
erm OoreHa3sa I
o = 3.
| NADH + H*
I
2 eHousn-KoA !
rmgparasa i R—C Hz—ﬁ—CHz—ﬁ—S-CoA 3-keToauun-KoA
]
| (0] (0)
]
: CoA-SH
3 3-rugpokcunaumn-KoA i ° @
aerngporeHasa I |
I
I
: R—CHz—(Ii—S-CoA + CH3—(Ii—S-CoA
auun-KoA | o o
4 aL"eTMHTpaCCbepa3a : auun-KoA auetun -KoA
I
]



KaTabonn3m XKnpHbIX KUCIOT: 00LLasa cxema

dTtanbl

aerngpunpoBaHue
1 (oTwennexnue

BoAopoaa);

rmaparauus
2 (MpucoeauHeHue
BOAbI);

aerngpupoBaHue
3 (oTwenneHwne

BOAOpOL4A);

TUONU3
4 (oTwennexHue
aueTtun-KoA);

0
a I

B
R _CHZ_gHZHCZHz_(E_ S-CoA

XKK-KoA

0] @)

[ o | _
CH;—C—S-CoA R—CH,—C—S-CoA
auetn-KoA XK-KoA, kopoue
Ha ABa aToma yrnepoaa

HS-CoA 7@

(0] 0 &
I

J I
R—CH,—C—CH,—C—5-CoA

3-keToaumn-KoA

NADH + H@&e //‘ -
NA/D@X H o v 9

| I
R—CHZ—C| —CH,—C—5-CoA
OH

3-rugpokcuauun-KoA

FADH,

H
R_CHZ_C:ﬁ—C—S—CoA

eHoun-KoA



KaTtabonnsm XupHbIX KUCIOT

dtan 1 dtan 2
o B pesynbrate okucneHus nanbMmmutaTta
i 12
( Borucrenve, dtan (C.s) obpasyetca 8 monekyn aueTun-

» | 8 aueTun-KoA
CH> L
H
\H

1 KoA (C,), a Takke BOCCTaHOBIEHHbIE
kodpepmeHTbl — NADH n FADH,.

Auetun-KoA noctynaet B LUK
TpukapboHoBbIx kucnot (U TK), rae

.., CH dT1an
@ c<Hz 2 nonHocTblo okucnsercsa go CO,,
s oTOaBas SMeKTPOHbl U BOAOPOA Takke
2
c=o0 Ha kocbepmeHTol NADH n FADH..

NADH, FADH, ——— BoccTtaHoBMeHHbIE KOPEPMEHTDI
- NADH n FADH, nepeHocaT
, ~ 2H* + 1o, JdTtan  3reKTPOHbl N BOAOPOS, B AblXaTeNbHYI0
yra 3 uenb (LIM3), yto obecneumBaet
10 cuHTe3 AT® nyTem oKUCIINTENBHOro
F = doocdhopuUnmMpoBaHmS.

AT +P; AT®




KaTtabonnam XuUpHbIX KUCIOT

JHepreTu4ecKnumn Bbixon npv B-okucneHmu

O

C—SCoA

nanbmutounn-KoA

7 NAD" | 7 FAD | KoA
B-okucneHue <
7 NADH 7 FADH,

Y Y
8 auetun-KoA k 4 100 AA® + 100 P,
7 OKUCJIUTEJIbBHOE
N urio ®OCPOOPUTMPOBAHUE <
[ 100 AT®

24 NADH 8 FADH,

16 CO,
8 AT®



KoopauHaumsa metabonnama XUpPHbIX KNUCIOT

B-OKUCINEHUE XUPHbIX KUCIOT

B MUTOXOHAPUAX

aumn-KoA (C ,,)

F@szo

eHoun-KoA

Hzo\ig

3-rmgpokcuaunn-KoA

NADH + H" je

3-ketoauun-KoA

KoA a
auetun-KoA

aumn-KoA (C

S /:)31 99399599959 6 39 5959 9 5} 99 S

2RI IIID

4
)

§

|
S

L | ¢
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BUOCUHTE3 XXUPHbIX KUCIOT

B uumtoninasme

aumn-Allb (Cp o) —

e NADP"
NADPH + H'

eHoun-AllbB

e T/»Hzo

3-rmgpokcuauun-Allb

9 NADP"
NADPH + H'

3-keToauun-Allb

o 002 + KoA
MmanoHun-KoA

aumn-Allb (Cp) —




KoopauHaumsa metabonnama XUpPHbIX KNUCIOT

yrneesoabl

s — === runeprankemMmus runornukeMms :
" ! HS-KoA
- auun-KoA aunn-KapHUTUH
: \
I
I
]
: KAT 1 KapHVITI/IH/
. ® ,,
]
L 57 4 auun-KoA
|, auun-kapHuUTUH
v
A FADH,
4 4
V4
4
,/
rnoKo3a —> nupysat —> aueTun-KoA manonun-KoA 7 B-okucnerue v
XXUPHbIX KUcsiom
NADH
A 4
A 4

JKUPHbIX KUcsiom
auetun-KoA

A 4

XUpHas Kucrnorta
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I
I
|
1
1
|
I
I
I
I
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6uocuHmes | :
|
I
I
I
|
|
I
I
- MUMOXOHAPUOH
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* ManoHunn-KoA — ncxogHsin Metabonut GMocmnHTE3a XKXUPHbIX KNCIOT.

ManoHun-KoA nHrubmnpyet kapHutuH-aumntpaHcgepasy | (KAT 1),
3amMeqnsis nepeHoc XMPHbIX KUCNOT B MUTOXOHOPUN N NX OKUCIEHME.



MeTabonmnam KeToOHOBbLIX Ter




MeTabonuam KeToOHOBbIX Ten

CTpoeHne KeTOHOBbLIX Ten

AUETOH CH3;—C—CH;
| « KeToHOBbIe Tena mMoryT

3-TMAPOKCUBYTUPAT CH;—C—CH,—C
H o

3-rngpokcubyTtumpar.

|
|
|
|
|

0 |
: CITYXXWUT UCTOYHUKOM

5 | 9Heprum ans HepBHOM
V4 ! TKaHW, CKENMETHbIX MbILLL, U
|
ALETOALETAT CH3—C—CH2—C\ : [PYrMX OPraHos.

0 o
| * B KayecTtBe TONMMBHbIX
: MOSEeKys1 MoryT

OH o : MCNONb30BaTbCH TONMbKO

| Vi ! aueToaueTar u

|
|
|
|
|
|



MeTabonuam KeToOHOBbIX Ten

YcKopeHue CMHTe3a KETOHOBbIX Terl

CunHTE3 KeTOHOBbIX Ten

6 — YCKOPSAETCS NpU CreayoLmnx
s ETOHOBLIE COCTOSAHUSAX:

TEJNA
Al * ToriofaHue;

FTOKO3A  gnuTenbHas duanyeckas

Harpyska;

* MPUEM MNULLN C BBICOKUM
coaepXXaHnem X1poB U
HU3KUM coaepXaHnem
YrNeBOOB;

XUPHBIE
KUCINOTbI

| |
6 8

KOHLIeHTpaums B nnasme (MMonb/n)

OHU ronopaHusa

e CcaxapHbin anaber.



B1oCHTE3 KeTOHOBbLIX Ter

o 0
V4 V4
CH3—C + CH3—C
S-CoA S-CoA

auetun-KoA auetun-KoA

O | cors

(0]
I 7
CH3z —C—CH,—C
S-CoA

auetoauetnn-KoA

9 auetun-CoA + HZO
HS-CoA

1
I

I

:

CH; S-CoA :
:

]

’—----—
|
o

3-ruapoKcu-3-meTunrnyrapun- KoA

’/’ ---------------------------- K
: 0\ ?H /O :
| O —C—CHa—C( i
| o CH3 S-CoA :
:\3 -rnapokcu-3-metunrnytapun-KoA ;

A L L L L L L LT r e rrr T

g *“ auetun-KoA
(o)

(o)
\\C CH g CH
) / 2 3
(0]
auetoaueTtar
0/ v\ O
+ HY
COZ NAD+
(o) OH
[ N |
CH3—C—CH3 _C—CHa—CH—CH3
0
aueToH 3-ruapokcubyTupar



MeTabonuam KeToOHOBbIX Ten

KPOBb

rnuuepon
e TAI | XUPOBAS TKAHb
XUPHbIE

/
/ KUCNOTbI
5

~ <\
<—
rnmuuepon rnoKo3a —|
XUPHble
KUCNOTbI
XK auertun KETOHOBbIE
-KoA -KoA Tena
4 N
- = N
KEeTOHOBbLIE
NEYEHb N s g
CEPOEYHAA MbILWLLUA
auetun-KoA
KOPKOBOE BELWECTBO NOYEK
HEPBHAA TKAHb
UTK (B nepuopa ronogaHunst)
CO, + H,0




BVOCHUHTE3 KETOHOBbLIX TeN B NMNe4YeHun

XnposBblie K

BKINMKO4YeHux i \\\\E

KETOHOBbIE TEJIA —=> auetoaueTaT "
3-rugpokcmnoyTupar

KoA ABNSAOTCS
SHEepreTn4ecknmMm
cybcTpatammn ong
cepaua, no4vek, mosra

WK =y aLl€ TUN-KOA

OKCanoauetart

LTK
rMroKo3a aABnsaeTcs
SHEepreTUYeCcKnm
cybcTtpaTtom ans
FMKOKO3A » MO3ra un apyrux

TKaHewn

h

OKuCneHne XNUpPHbIX
KMWCNOT B MUTOXOHOPUSIX
ne4YyeHn NpuBOaNT K
HakonneHuw auetnn-KoA.

[lanbHenwee oKMucneHme
aueTtun-KoA B uukne
Kpebca 3ameanaercs
BCeAcTBMe HaKonmeHus
AT® n NADH.

AueTtnn-KoA ucnornb3yeTcs
ONs CUHTE3a KETOHOBbIX
Ten.

OkcanoaueTaTt y4yacTByeT
B IMIOKOHEOIrEHe3e.



KaTabonnim KeToHOBbIX Ter

OH o
| 7
CH3—CI—C Hz—C\ 3-rnppokcudbyTupar

H

+
3-2udpokcubymupam }K HAL

« Katabonusm KETOHOBbIX
Ten B TKaHSAX NPUBOAUT K
obpasoBaHuio ABYX
morekyn auetun-KoA.

deaudpozeHa3sa NADH + H*
(o)
|

/o

CH3—C—CH2—C\ aueTtoaueTrar
0 * Auetunn-KoA

BnocrneactBnn OKUCITIAETCA

3-kemoayun-KoA KCVK”"“”"'KOA
B Lnkne Kpebca.

mpaHcgepasa CyKUMHaT

(o)

c|.|3_g_c|.|2_c/ auetoaueTun-KoA
S-CoA * BblaenuBLiasica aHeprus
e “,COA-SH ncnonb3yetcsa B LIMN3 gns
cuHTe3a ATO nytem
CH3_<° s OKUCMUTENbHOTO
5-CoA 5-CoA doochopmnmpoBaHus.

auetun-KoA auetun-KoA



MeTabonn3im KEeTOHOBbIX TeJl: oboLlaa cxema

« 3-rmgpokcmnoytupar
SIBNSIETCA OCHOBHbLIM
KETOHOBbLIM TENOM,
BblAENSEeMbIM
NeYeHbto B KPOBb.

« Obpa3oBaHue aLeToHa
ABNAeTcs NyTeM
yaarneHunsa n3odbiTka
KETOHOBbIX Ten 13
opraHuama.

y

XKK-KoA — — — auetun-KoA

1

MaTpUKC \
MUTOXOHAPUN

FMI-KoA
/— ALETOALETAT wweeeeee » aLleTOH
NADH
NAD*
3-rugpokcubyTupar
\ 4
U ajejle J Q = 9
' MaTpUKC N

A J

aueTtoaueTtart ﬁ 3-rmnapokcubyTupar

A 4

A J

NADH NAD*

auetoauetun-KoA

2 X aueTun-KoA > LITK

MUTOXOHAPUN

neYvyeHb

KPOBb

cepaue
Kopa noyek

Mo3r
(Npu ronogaHum)



KOHUEeHTpauusa B nnasme kposu (MmM)

[loBbILLeHue YPOBHA KETOHOBbLIX T€J1 B KPOBMU

Ketoaungos u KeTOHYpuUsA — nocrieacrensd KETOHEMUU

3-ruppokcmnbyTupar

Pl

XUPHbIe KUCIOThbI

aueToaueTar
aLeToH

10 20 30
AHU rononaHus

40

KeToHemMmusa — noBbiLLUEeHNE
KOHLEHTPaLUN KETOHOBbIX
TEN B KPOBMW.

KeTtoaumnaos — noHmxeHue
pH (3akucnenue)
BHYTPEHHEW cpeabl
opraHu3ma BcrieacTBume
HaKoMnfeHnsl KETOHOBbIX Ten.

KeToHYypusa — BbiBEOeHNE
KETOHOBbIX TeN C MO4YOMN.



