OOMEH JTHUITHIOB.
Kara0omm3M 1 aHa0do0Iu3M




Katabonuam nunmnaos

MooOunu3zanuys JUNUA0B W3 JKUPOBBIX JEMO MNPEACTABISICT
coOoi ruaponu3 JunuaoB B agunonuTtax a0 BXKK m mmneprna
o AeUCTBHEM (hepMEHTa TOPMOH-UYyBCTBUTENbHON TAI -nunassl,
HA3bIBACTCS TMPOIIECC JIATIOJIA30M.

TAT'-numa3a moxxet ObITh B akTUBHOM ((hochopuinpoBaHHOI)
M HeaKTUBHOM (1edochopunupoBanHoii) Gpopme.

Kpome TAI-munasel, B IpOLECCE JUIOIN3a YYACTBYIOT TAKXKE
aktuBHbIe JIAl'-mumaza u MAI'-nuna3za. [Ipogykramu Jsmmnosnusa
ABJISIIOTCA TulepuH 1 BXKK.



Cxema aktmBauum TAl -nuna3sbl

AxtuBanua TAI-nmunasel OPOUCXOAUT MPU yYaCTAM TOPMOHOB:
aIpeHaJInHa, IJIFOKaroHa M Ip. 3a CYET AaKTHBaIUH
aJICHWIATIUKIIA3HON CUCTEMBI
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AgeHunaTuuknasHasa cMctemMa aktmeauum
ropmMoH-4yyBcTBUTENLHOU TAI -NMNasbl

T op»MORL
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TAl-n1nasa AAl-nnasa MAT-nm1nasa

TATM — JIATM — MATK

20
[ nvuepuH 3 BXK+anb6yMuHbl
- 95% B neyeHb Ha MHI - B-oKucneHue
- 5% - Ha oKucneHune Ao - KeToreHes

CO2 1 H20, 22 ATO



OkucneHune BXK

1. Tpauciopr B)XXK wn3 muro3ons B
MUTOXOHAPUN (KQPHUTHHOBBINA YCITHOYHBIN
MEXaHH3M )

2. CooctBeHHO [3 — okucinenue BXKK
(I- d¢aza) - coeumbudeckuidi  MyTh
Kara0oJan3Ma

3. Il — daza oOmmii myTh karadonuzma LI TK



AxtuBamusg B)KK

Annia KoA cuHTeTa3a

RCOOH +HS KoA + AT® — R-CO ~ KoA + AM® + H,P,0,

Aumnn-CoA-cuHTeTasbl NPUKPENIEHbI K BHELLHEN MEMOBpPaHe
MMUTOXOHpUM



KapHUuTHHOBBIN MexaHu3M TpaHcnopTa BKK

HapyxHas membpana BHyTpeHHss membpana
LinTozone Marpukc
R-C~KoA KapHntmH <---- - -~ KapHutuH R-C~KoA
I "
T
O
P O
A
H
S KapHutuHauwmn- C KapHurunHauvn
Manotm+-KoA .- ---- i"O Tpavchepasa | g Tpaxcepasa |l
K
A
3
A
HSKoA R-I('Z KAPHUTUH --- - -->7- - ... » R-C xapHutuH HSKoA
]
O O




TPAHCIIOPT X KUPHbBIX KNCJIOT B MNTOXOHOPUUA

+
NAGHs) HS-KoA N (Gha)s
C|:H2 j ?HZ
- ~ -+ . —a L
Ra ia-KizoA C':H OH ayunKapHU MU H- ?H O—-0OC-R
LL CH> mpaHcgepasa CH>
| qumonisiasmMamu- |
COOH oe—_— COOH
KapHUTUH auun-KapHuUTHUH
uumoriiaamMa A
MampukKc
MUMoOxXoHOpUU +"
-+
N (CHs)s TR N (CHals
<|:H2 <|3Hz
X —~ BN - —O— 23
Ra ig-K?)§OA ?H OH auuirikapHUMmMmuH- CIH O—-OC-R
L CH2 mpaHcgepa3a CH>
| Mumo- |
COOH xoHOpuanbHasn COOH

KapHMTWH

AUuMmMnN-KapHUTUH



CyumiHocth B-oxuciaenuss B2KK

(cnupaab Knoona -JInnena)

1.B-oxucnenuro noaseprarorcss BIXKK ¢ yeTHBIM 4MCIIOM yIIIEPOAHBIX
aTOMOB

2. JleruiprpoBaHUE UJIET B 3 — MOJIOKEHUU

3. Bce JII' HaxoasTCsl B MAaTPUKCE MUTOXOHIPUI

4.3a omuH BUTOK cnupanu orwmermsaercas C, — gparmMeHT B BHAE
anetiii-CoA, kotopsiii okucisierca Bo |l daze L[TK, npu stom BXKK
yKOpayMBaeTCs Ha 2 yIJIEPOJHBIX aToMa A0 O0O0pa30BaHUS OYMUPUTL —
CoA on pacniamaercsa Ha 2 C, —(parMeHra.

S.bosbion 3HepreTndeckuii Beixong AT® B OCHOBHOM I10 MEXaHU3MY
OKHUCJIUTEIHLHOTO (hOCHOPUIUPOBAHUS

6.0kucinenne BJKK mnporekaeT BO BCeX KIETKax KpOMe: KJIETOK
TOJIOBHOT'O MO3Ta, YPUTPOIIMTOB, MO3TOBOT'O CJIOS HAJIIOUYEYHUKOB.



XmMun3m B-okncnennsa BXXK

1
/ R—CH2—CH2—CH2 —C~S-KoA Auvumn-SKoA

AL
) Ayun-SKoA-dezudpozernasa
CALOH2

R—CHz —CH=CH—C~S-KoA Eronn-SKoA
H20

Ernocoun-SKoA-zaudpama3sa

H
R—cnz—zﬂ—cnz—!:l ~S—KoA S-Tngpoxcuaumn-SKoA

HALQ
I-Tudpoxcuayun-SKoA-

JeaudpoeHnasa
HALQH+H*

" i
R—CH2 —~C—CHp — C ~S—KoA 3-Ketoaupn-SKoA

HS-KoA
2 Ayemun-SKoA-auun-
mpancgepasza
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~===»=CH; ~~_CH,-CH,-CH, - C~SKoA Aunrn-KoA
75 C=n
s

! —— FAD Auun-KoA-gervaporesasa

: —— FAD-H, —= 2AT®

H +

: B S

' CH,;~~~_ CH,, - CH = CH - C~SKoA Enoun-KoA

I

]

: ——— H,O

: ' Enoun-KoA-rmaparasa
B-Okwcnexnune B (i)H ?

- CHy;~—~_ CH, - CH - CH, - C~SKoA B-Mmapoxkcuauun-KoA

]

- —— NAD* B-Munpoxcuaumnn-KoA-

: N—— NADH + H+—= 3AT® b oo

- 1

J O 0

] CHy~~ CH2 c CH, C~SKoA p-xkeToaumn-KoA

'

'

- HoA B-xeToaumn-KoA-tuonaza

'\

\

\\ ?
e O o \./\/CH2 - C**SKoA + CH, - C~SKoA

C=(n-2)
uTK



Peryasuus B-oxkuciaenusa B/KK

1. PerynsaropHusiii pepmenT B-okucienue BXKK KAT — |
Hneuoumop — Manonun CoA , 00pa3yronuics npu
onocunrese BXKK,
B OTCYTCTBHH €TI0 [3-OKHCJICHUE MOBBIIIACTCS.
- B IOCTA0COPOTUBHBIN IIEPHO/T
- IPH AJIUTEIbHON (DU3NYECKON HAarpy3Ke

2. Uem nnTeHcuBHee uaet pacnan ATdD, TeM ObicTpee
OKHCJIAIOTCS >KUPHBIE KUCJIOThI, 00ECIICUNBAs CHHTE3
HOBBIX MOJIEKY)T ATD



JHepPreTuYeCKuil 0aJaHc MOJHOIO0
okucjaeHusa B/KK

Pacuer BbIIEIIEMONM DHEPrUM IIPU  OKUCIEHUU IKUPHOM KHUCIIOTHI
MPOM3BOAUTCS 10 Popmyilie:

[(n/2 -1)-5+ /2 -12)] - 2 (-1)
re. N - YHCIIO aTOMOB yIiiepona B Kuciore; N/2-1 - ducimo BUTKOB [-
OKMCJICHHS; D - uuciao Moyiekyn AT®D, obpazyemoe Ha 1 BuTke [3-
OKHCIICHUS; N/2 - uncino moiekyn anetuin-KoA; 12 - unciao monekyn ATO
Ipd  IOJHOM  OKHCIeHuH  anetuil-KoA; - 2 —  KOJIHMYeCTBO
BBICOKOHEPIreTHUECKUX PocharoB, UCMOJIb3YEMbIX HA aKTUBAIUIO KUPHON
KuCIIOTHI (py akTuBaruu AT® pacmamaercs Ha AM® u mupodocdar).



3 cTaguu OKUCJICHHUS IIIMIEePUHA

1. Coenuduyeckuil MyTh OKUCICHUS A0 I
AT®) — 1uTO30Jb KIETOK

2. OkucauTenpHOE AeKapOOKCUIMpoBaHue |
ATD)

3. IHukn Kpeoca (12 ATD)

K (7

K (3



OxMCNeHMe rnmuepmHa

CH,OH
I
?Hﬁ'” " CHOH
MHLEPOMKHHAZA
1) CHOH + ATD O + A
| :
CH,OH CH,U—i]’—DH
OH
Imuoepun a-Imauepodocdat
H O
o
CH,OH HAD CH,OH \Cf
CHOH c-Tanuepodocdar- C=0 Tpuosodoodar- HCOH
2} 0 AJerTHIPOreHAZ3 0 HIOMEpa3a
1] Ll [
CH.O—P—OH paaH + H* CH,O0—P—0OH CH,0—P—OH
| I
oOH OH OH
e~ I'manepodrocdgar AdnorcHausToHdgpochat I'mmmepansiernn-3-ocdar

OOMm erq eAUUepUHta mecH Ce8a3adn ¢ enuxkonuzomfi!



OKucAnTEeNbHOE JEKAPOOKCUIMPOBAHME

nupysaTa
- CO
0N KkoasH o :
C | TGER

J: . N m%r_fs-mﬁ
| 7N 1
CH, f v

HAL®  HAOHH)
NepysaT BLUETAM-

- .
lMpyBaT ernaporeHasHeL i HEILlZEFII'-'II.-HT A
KOMMNEKC

CHaq
'3



O6LWKMM NyTb KaTabo/IM3Ma - LMK TDMKADOOHOBbIX KUC
-

CH, CH,

Llnrpar- |
= c&cmam HO-—C—COOH Axouxrasa
7 H.O COOH
SKoA cH, ol
Auerun-KoA Imrpar- ! 2
COOH amasa Coon t—coon
—o ILlnrpar I
| 1
CH, COOH
HAJH-H  Loom wic- Axomurar H.O
Manar- Oxcanoaucrar
mmlt"an KOMMTARA
HAJL COOH
COOH CH,
HO—L H H—%:— COOH
(I:H HO— !C—H
2
Manar EJOOH

COOH
Haownrpar
HAJT
Dymapasa H3oussrpar-
T:OOH OOH ACTHAPOTTHa3a
H,O C
H
5 Nk
i

| 8y HAJIH-H + CO,
COOH

C=0 .a-Kerommyrapar
Dymapar OOH (‘:oon
DAJIH T . ~SKoA A
nyuun;ﬁ ?Hz (Jyxummn-_’li(‘o/\ HAX
Aeraporesasa

CHHTETA ?N, a-Keromyrapar-

M acrmaporcHasa
@An ' LT

COOH 1o @ | H HeH + CO
Cyxumnar COOH Al '

Cyxumnmun-KoA

Auetun-KoA + 3 HAO™ + ®A[D + TAd + H3PO4+ 2H20 =
2 CO2+ HSKoA + 3 HAOHH" + ®AH2+ I'T®
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DHepreTUYeCKui 3(PMEKT MOJIHOr0 OKUCICHUS

[JIMLEPUHA
| g | | AlleTHJI-
[ JIULLepPUH DdITA TIBK ety
1. Cnenuu4yeCcKuil IyTh OKUCICHUS JI0
[IBK (7 AT®)
2. OKUCIUTEIBHOE HTK

nexapookcuupoBanue [1BK (3 AT®D)
3. IMuxa Kpedca (12 ATD®)



JHepreTuyeckmn 3ddeKT NoJIHOro
OKMCIeHMA raruepUuHa

B pesynbsrare OKUCICHUS IIIUIEPUHA
cuHTe3upyercss 23 Mouekyiabl AT,

ITOJIE3HBIM BBIXOJI C YUETOM 3aTpar —
22 ATO



AHa60/1M3M IMNUAOB

JlunoreHe3 - 3T0 aHabo/IM4YecKue
npoueccbl o6pa3oBaHua TAI, O/,

CPUHromMNMAoOB M ApYyrnx JUNMAOB.
«CTpoUTeNbHbIM  6JIOKOM>»  ABNSAETCH

auetmun  KoA, o6bpasywouwmumca B
MMTOXOHAPUSAX.



OKMCcAMTEABHOS
Kartabonmam B-OKHMCAEeHHE
AeKapboKcHMAMpOBaHHWe

AMMWUHOKMHCNOT HUPHBIX KMCNAOT
nupyearTa

- CO2,
HAAHH+

aueTun-Ko

LT N

CHHTE3 KOHBHOFraToB CHHTEe3 KeTOHOBbIX Ten

CHHTE3 MHUPHBIX KMCNOT ¥ CHHTEe3 Xonecrtepona
TCP:QLEHBH_ E,‘;‘,g;ﬁj Linkn O6pasoBaHue O6pasoBaHHe
rmuyuueponoBs AMOMUMAOB abHposB MEeNHHbIX
K peﬁﬁa Xonecrepona KHCNAOT

CO, H,O

o

ATD



CUHTE3 XXUPHbDbIX KUCNOT

1. IIpoucxomur de NOVO U3 CTPOUTEIBHBIX OIOKOB, 0OPa3yIOIIUXCS B IPOLIECCE
Karaboiau3ma. Y MIICKONMTAIOMIMX W YEJIOBEKa CHHTE3UPYETCS MaJbMHUTHHOBAS
kucnora (C16).

2. OCHOBHOE€ MECTO CHHTE3a — neueHb. KpoMe TOro, >KUPHBIC KHUCIOTHI
CUHTE3UPYIOTCSI BO MHOTUX TKAaHSIX: HOYKU, MO32, MOJNOYHASL HHcele3d, HCUPOBAS
MKaHb.

3. depMeHThI CHHTE3a JOKaJW30BaHBl B yuUmo30ie KICTOK B OTIMYHE OT
(bepMEHTOB OKUCIICHUS KUPHBIX KUCIIOT, KOTOPhIE HAXOISITCS B MUTOXOHIPHSIX.

4, Jlns CWHTE3a JKHPHBIX KHCIOT Heobxomumel HAJDPHH+, AT®, Mn2t,
ouomun u CO,.

CuHTE3 JKHPHBIX KHCJIOT IMPOUCXOAWT B IIUTO30J€, Kyda M JOJKEH OBITh
TpaHcmoptupoBan cyoctpar Anetun KoA. Tpancmopr anetuin-KoA  u3
MUTOXOHAPUN B IIUTO30JIb OCYIIECTBIISICTCS C MOMOIIBIO IIUTPATHOIO YEITHOYHOTO
MEXaHH3MA.



MTparHbIil YeTHOYHBIH MEXaHU3M
1. lutparcuHTaza kataiau3upyetr peakiuio BzaumoaerucTBus YK un anernn-KoA c

00pa30BaHUEM IIUTpPATA.

2. lluTpar TpacnopTUpyeTCsl B IUTO30J1b C MOMOIIBIO TPAHCIOKA3HI.

3. B niuro3ome mutpar B3aumoaencTByeT ¢ HS-KOA u o neiicTBrueM HuTpaTiinasbl U
AT® obpazyercs anetnn-KoA u VK.

4. YK He MOXET BEpHYTbCA B MHUTOXOHJAPHUM TIOCKOJIBKY OTCYTCTBYET
cnenudpuueckuii nepeHocuuk. I[YK BoccranaBnmuBaeTrcss A0 Majara Iof JCHUCTBUEM
HAJI™-3aBucuMoi MajaTaeruaporeHassl.

5. Manar aekapOokcunupyercs HAJI®D-3aBucumoit ManaraeruaporeHa3oun (Majiuk-
depment): Ob6paszyromuiics HAJIOHH* (50% moTpebHOCTH) HCIOIB3yeTCS UIsl CHHTE3a
XKUpHBIX kuchnoT. Kpome ostoro renepatopamu HAJI®HH* (50%) sBusrorcs
eHT030()0C(hATHBIN My Th OKUCICHUS TIFOKO3bl U U30LUTPATACTUAPOTreHa3a [IUTO30JIbHAs.

6. IlupyBar TpaHCHOPTHpPYeTCS B  MHUTOXOHAPUHU W  TMOJ  JCHCTBUEM
nupyBaTkapOokcmiiasel ¢ ucnoiibzoBanneM AT® u CO, odpazyercs LIIYK.



MarTpMKC MUTOXOHIAP WU

ITunpysarT

- COO COO-
= (;HZ -+ I L{umpam -curnmasa CH
= c=0 CH3—C ~SKoA L 11,0 L& -
= T _ 2 HO —C—COO
(@] - 2
§ f Kcajtoarngerar AuiTI/L}] KoA FIS-KoAd CI:OO_
s < HAJIH+H Iarpar
=4 <P Marnamoezuopozernaza
= HAJT
ITupysBar MamnaT
4
SIS S S S
IHmrTro30J16L
v
Ilrrrpar + ATdD + HSKOA
Manar- l IT{umpamiuasa
CIZOO' oeszuopozertaza (ISOC)_
CH> CH> .
HO—C—F1 7N c=0 + CH;—C ~SKoA + AJIP + Pu
COO" pgaat HAJH+HT OO Arnermi-KoA
M OxcaJjioalierar
ayiar
HAJ D
Marnuurx-
Deprierim HAJDPH+H"
CO,

CH;

=0

COO-



Obpazosarnue manonun-KoA

Anerun-KoA  kapOokcunupyercss  mod — JACHCTBHEM
ayemun-KoA-kapooxcunasvi. 910 ATD-3aBUCHMAas peaKius,
11 KoTopou HeoOxoaum Butamud H (ouorun) u CO,

Auemun-KoA-

Kapbokcuniasa,
ICI) ouorun, CO, O
CH5;—C~ SKoA / \ =  "OOC—CH; C~SKoA
Anetun-KoA  ATdp AJID Mamnonmin-KoA

Pa



CuHre3 BXK KaTaJu3upyeT MyTbmugepmeHmHslil KOMNJIEKC
naromumamcurmasa. OH COCTOUT M3 JBYX HOJUNENMUOHBIX Yenel. AKTUBHON
SBJISICTCS TOJBKO JIHMEpHash (popmMa KOMILUIEKCA, MOHOMEpBI pacmoyiararorcs Mo
HNPUHIIMITY TOJIOBA-XBOCT, OJAHOBPEMEHHO CHUHTE3UpyroTcs 2 Monekynsl BXKK.
Kaxknast momurienTiiHas eb COACPKUT 110 7 pepMeHTOB (alreTHiaTpaHcaIuiasa,
MJIOHWJITPAHCALNIa3a KETOAIMIICUHTA3a, KETOAWIPEAYKTAa3a, THaAparas3a, CHOWJI-
peayKTasza, THodcTepasa). AnmianepeHocsmmii Oermok (AIIB) sBisercs Takxke
YacCThIO MOJUIENTUAHON 1IENH, HO 3TO HE pepMeHT. Ero ¢hynxkyus cBa3aHa TOJIBKO
C MEPEHOCOM ayulbHblX padukanos OT (pepMeHTa K QepMmeHTy. B mporecce
CUHTE3a BaXXHYI poJib urparor SH-rpynmbel. OgHa U3 HUX TPUHAICKAT 4-
docdonanterenny, BxoasdimeMy B coctaB AlIb (umeHTpanbHas) W BTOpas -
ACTENHY (PepMEHTA KETOAIMI-CUHTA3bI (epudepruyueckas).



CtpoeHme mynbTndphepmeHTHOro KomnnekKkca —
CMHTA3bl XXUPHbLIX KUCNMOT

\ PyHKUMOHaANbBHaA rpaHuLa
cyObeagunHML,

Ernowun-

MapaTtasa
penykrasa

ManoHnwun
TpAaHCc-
aunnasa

KeTtoauwnn-

AueTumn-
peaykrasa

TpaHc-
\ auumnasa

TwoacTe-
pasa

KeTtoauwn-
cHTasa

4'-cbocdo-
\ NaHTOTEUH
T
_ _ _ _sH_ _ _rpamwmga _ _ ' _ _ _ _ _ _ _ _SH_ _ _ _
SIH cybbeamnHul, '\:

4'-cboco-
NnaHTOTEUH \

KeTtoauwmn-
cuHTasa

Tnoscre-
pasa

AueTun-
TpaHc-
aunnasa

'KeToaumn—
penykrasa

ManoHwun
TpaHc-
aunnasa

Enowun-
penoykrasa

Mapatasa



Peaxuuu cuHTE3a

1. IIpu yuyactuu depmenta ayemun-KoA-mpancayemunazol alieTUIbHAs TPyIIa aleTui-
KoA mnepenocutcss Ha SH-rpynmy p-keToanujicHHTa3bl, MaJOHUJIbHAS TpyIIa OT MaJIOHMII-
KoA mepenocurcs Ha SH-rpynny AIlb mox neiictBuem ¢epMenTa manonun-KoA-
mpancgepasvi

2. depmeHT [-kemoayun-cunmasa TEPEHOCUT aleTWIbHBIA ocTatok ¢ SH-rpynmbl
HUCTEMHA HA OCTarOK MAJOHWIA. OJTO peaklus KOHJACHCAIIMU. OHEprus s Hee
O0CBOOOKIACTCS IIPU OJHOBPEMEHHOM JieKapOokcunupoBanuu. Qopazyemcs f-kemoayun-AlLb.

3. Ilpu yyactuu depmenra pf-xkemoayun-pedykmasvl ¢ kobepmentom HAJJIDPHH,
MPOUCXOIUT BocCcTaHOBJIEeHUE U PB-ketoami-Allb npeBpamaercs B f-euopoxcuayun-AILLb.

4. ®epmeHT f-eudpoxcuayun-Allb-oecuopamasa ynanser H,0O u3 B-ruapokcuanmi-Allb
u oopazyercs enoun-Allb.

5. Enoun-Allb-pedykma3za BOCCTAHABIMBACT JBOWHYIO CBSI3b C HCHOJb30BAHUEM
HAJI®HH+. Obpasyercs ayun-AIIb (macisiHas KUCIIOTa MOCIIE IIEPBOro IIUKJIA).



Ayemun-KoA-AIllB-

O mpancayemunasza I
:;|_SH (nepud.) Manonun-KoA-AIlIlb- T S~C-CHj; f-Kemoayun-AI1b-
- CHs C SKoA mpancgepasa §_| cunmasa
¢ + Anermi-KoA - O -
SH O —\ é I ) Y
(1ieHTp.) _OOC_CI—IZ_CNSKOA 2 HS-KoA SNC_CH2COO _C02
Manonunn-KoA
g_:|_SH [-xkemoayun-Allb- |—SH f-euopoxcuayun-AIlb-
{0 O pedykmasa = oecuopamasa
S - 18 -
~C—CH;C—CH N ¢ 1 a
2 3 . S~C— CH2C-BCH3 Y
HAJI®H HAJD T _H,O
B-xeroammn-Allb B-ruapokcuannia-Allb
SH Enoun-AIllIb-peoykma3sa 1-SH
Z - ;
s Mo p HAJIOGH HAID" L
S~C—CH=CH-CHj; a S~C—CH,—CH,CH;

Enoun-AIlb Byrupun-Allb



OTOT KOMIUIEKC IOCJIE€A0BATCAbHO YIJIHUHACT paJuKal
KAPHOM KHUCIJIOTHI HA 2 YIJIIEPOAHBIX aToMa, JOHOPOM KOTOPBIX
caykuT MaJIOHWI-KOA. [IuKIbl peakiyi nmoOBTOPSIOTCSA 10 TEX
op, IOKa He oOpa3yeTcs paaukajil MaJbMUTHHOBOM KHUCIOTHI,
KOTOPbIM  TOJ  JEHMCTBUEM  THOBCTEPA3ZHOTO  IIEHTpaA
TUJAPOJIATHYECKA OTHACISAETCS OT (PEPMEHTHOIO KOMILIEKCA,
IpeBpaiiasch B CBOOOAHYH IaJIbMUTHHOBYIO KHCIOTY. B
KOKIOM IHMKJIEC OHOCHHTE3a IMaJIbMUTHHOBOW  KHCJIOTHI
IPOXOAAT 2 PEaKIMM BOCCTAHOBJIICHMS, JOHOPOM BOAOpPOJia B
KOTOpbIX Ciy)kuT HAJIOHH+.



CymMmapHoe ypaBHeHHe OMOCHHTE3a
NMAJbMUTHHOBOM KHUCJIOThI

CH,-CO-SKoA + 7 HOOC-CH,-CO-SKoA
+ 14 HAOPHH+ e~
C,:H,,COOH + 7 CO, +61,0 + 8
HSKoA + 14 HAO®*




Peryjasinusi CHHTE3a KMPHBIX KHCJIOT

PerynstopHbiil pepMEHT CHHTE3a KUPHBIX KUCTOT — aneTu/1-KoA-kapookcuniaasa. Ero
aKTUBHOCTb PETYJIMPYETCS ABYMSI CLIOCOOaAMM.
1. Accoumanus/aucconanusi KOMIUIEKCOB CyObenuHUIl. B HeakTMBHOW (opme aneTui-
KoA-kapOokcuiaza mpeacTaBisieT co00M OTASIbHBIE KOMIUIEKCHI, KaKIbIH U3 KOTOPBIX
cocrour u3 4 cyObenuHull. AKTUBaTOp (QEpMEHTa — UUTPAT — CTUMYJIHPYET

O6B€I[I/IH€HI/IG KOMIIJICKCOB, UHT" I/I6I/ITOp — I[NAJIBMUTAT — BbBI3bIBACT UX JUCCOLHALIUIO.



2. dochopunuposanue/nedochopunupopanne  aneTmi-KoA-kapOoKcuiasbl. B
OCTAa0OCOPOTUBHOM COCTOSIHUHM WJIM NpH (U3NYECKOr padoTe MIFOKAroH WM aJpeHauH
gepe3 aJCHIIATIMKIA3HYI0 CHCTEMY aKTHBUPYIOT NMPOTEUHKHWHA3y A M CTHMYIHUPYIOT
dochopunupoBanne cyobeaunul] anetuia-KoA-kapookcunasel. DochopuanpoBaHHBIN
(bepMEHT HEAKTHWBEH, CUHTE3 >XUPHBIX KHUCJIOT OCTaHaBIuBaeTcsi. B aOCOpOTUBHBIN
NepuoJi MHCYIWH akTuBupyer docdaraszy, u anetuin-KoA-kapOokcuiaza MepexoguT B
nepochopunpoBaHHOE COCTOSHHME. 3areM II0J JSHWCTBHEM IIUTpara IPOUCXOIUT

IMoJImMepu3anusa IMpoToMEepoOB (I)epMeHTa, N OH CTAaHOBUTCA aKTHUBHBIM.



CHHTE3 TPHANMJITJIMIEPHUI0B

Ckopoctbs ounocunte3a BXXK onpenensiror ckopocts oopazoBanust TAI' u @JI,
Tak kak cBoOogHeie BXK B TkaHAX W I1a3Me€ IPUCYTCTBYIOT B HEOOJBIIHX
KOJIAYECTBAX U HE HAKAIJIMBAKOTCS.

Cunre3 TAI' mpoucxoauT IpH JENOHUPOBAHUHU JIMIIMIOB B KMPOBOM WU
ApPYruX TKaHsAX opraHu3ma. Jlokanu3oBaH ATOT IMpolecc Ha MeMOpaHax
sHAOILIa3MaTndeckor cetr. Cunte3 ocymectriigerca n3 BJKK u mmepona yepes
oOpazoBanme o- munepodocdara (akTuBHas ¢dopMma Iuieposda). B moukax,
KUIIICYHUKE aKTUBAIlMs DIHIEeposia npoucxoauT 3a cuér ATD u depmeHTa
DJIMLEPOJIKMHA3bl. B KUPOBOKM MW MBIIIEYHOM TKAHAX HU3KAasd AKTUBHOCTH
[JUIEPOJIKHMHA3kl, II03TOMY akTUBHas (¢(opma [IMIepojia oOpasyeTcs u3
MetadonuTa rmkoin3a @A ¢ yuyactuem dpepmenrta 3 ¢pocdar I



TH;—GH ATO AQ® HAQ® HAOH+H* CHz-OH
CH—OH k,_ir xﬂ_f/ T=n
| e ponKHREasa rmajeponpocpar- CHz-OPOHs
R (me9eHs ,DO9KH, nerHOpOreHasa TIMOK CHALLETOH-
PAMIEPON CTeHKa KUWeYHHKA) (De9eHs, MENNIE, : 'IJDC:liIJa'T
I i KHPOBAS TKAHD) MeTaBOoaMT
F{H f;.f E:Ea CHz-OH M IIMEONIASA |
HHUPOB ) |
CH—OH
CHz-OPO3H2

nMUe poJ- 3-gocaT

Iyt oOpa3zoBanug rjuinepoa-3-
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[leppo  craguen  CUHTE3a  TPUNIMIEPUIOB  SBISAETCA
TpaHCAaUMIUpOBaHUE  a-TiMuepodocdara ¢ oOpa3oBaHUEM
(ocdaruaHON KUCIOTHI.
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a-Tnmuuepodochar Aumasl KoA PocharuaHas KuciIora



Jlanee docharugHas KHUCIOTa MOABEPraeTcs ICHCTBHUIO
docdharumar-docharazel ¢  oOpazoBaHueM a, p-

JTUAUITIIAIEPUHA.:
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DocdhaTunar- cdaraza
CH—O—C—R’ D Pocaarass o
H,PO, |l

ﬂ CH—O—C—R’
CH,—O—P—OH CH,—OH

I

OH
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Ha mocnemnen craauy CHUHTE3a IPOMCXOIUT AIAIMPOBAHUE
CBOOOIHOU OH-rpynisl o [-nranuiariInieprHa,

KaTaliu3upyeMoe THaliINTHLICPUH-alHITPaHCpepasgil:
1

ﬁ CH,—0—C—R
CH,—0—C—R 0o AvaumnravuepuH- o)
o || aumnTpaHcdepasa 1
1 + R”"—C—SKoA == CH—-O—-C—R’+ HSKoA
CH—-O—-C—-FK’ ﬂ
CH,—OH CH—O—C—R”
a, f-Aunauwi- Aunn-KoA

IIMLUEPHH



Cunre3 ¢ochoaunuaos

Jlo ctaguum oOpa3zoBaHusi (ocdaTHIHON KHUCIOTHI MPOTEKACT TaK K€, KaK W
oumocunTe3 TAI. ¥V ®JI Bo 2-oM MOJOKEHUM BCErga HAaXOAUTCA HEMpeaebHas
BXXK (omenHOBas, NWHOJEHOBAs, JIMHOJICBas). B3ammopeiictBue docdarumaaomn
KUCI0Thl ¢ LIT® npuBogutr k oOpazoBanuto [[J(D-nuanunriniepruHa, KOTOPBIA
KaKk KO(EpMEHT CIOCOOEH YyYacTBOBATh B IIEPEHOCE JUALIWIITIMIICEPUHA HAa
a30THCTOE OCHOBAHHWE, HalpuMmep cepuH. B pesynbrate 3TOr0 MpeBpalleHUs
oOpazyercsa docdaTuauiacepuH, KOTOPbIMI MOXKHO paccMarpuBaTh B KadyeCTBE
HUCXOJHOTO  COE€IMHEHUs I oOpa3zoBaHusi  jJpyroro  docdaruga —
(dochaTuanIdTaHOJIAMHUHA.
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JlexkapOokcunupoBanue (dochaTuauiIiCepruHa

IPUBOIUT K 00pa30BaAHUIO
docharnagundTaHOIaMHUHA.
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N3  docharnaumsTaHolaMuHa  00pa3yercs

(dbochaTuaAUIX0IHUH (JIEUUTHH), noayyJas
OCIEA0BATEIbHO 3 METHIbHBIC TPYIIbl OT
SAM.
'T? 3 S-ageHoaun- 3 S-ageHoann- I

THrn_E_c“H” METMOHMH  TFOMOLIMCTeMH E"':'D'E'c"'"'"
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pochaTHAUNSTAHONAMMUH (3) dochaTUIUIXONMH



Cnacnbo 3a BHUMaHue!



