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OOmui nyTh KaTabdoIU3Ma BKIOYAET:

| JokrCaUTENbHOE JEKapOOKCUINPOBAHUE ITUPYyBaTa
10 aneTuia-KoA;

) )OKMCIICHUE alleTUIILHOM IpyInbl aneTuia-KoA (2 u
3 yIJIe€pOJHbIE aTOMBI IUPYBaTa) B LIUKJIIC
TpuKapOOHOBBIX KUCHOT (L[TK);

3)BBIACIICHNUE U aKKYMYJIHNPOBAHUE DHEPTUM IPU
AECTUIPUPOBAHUN META00IUTOB OOIIETO NYTHU
KaTa0O0JIn3Ma B MUTOXOHIPHUAIBHBIX LICIISX
[IEPECHOCA AICKTPOHOB (PpacCMOTPEIN HA
OpEeAbIAYILCH JICKIUK).
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200, IMYeCKHuX
npeBpalieHuu

IIBK (nupyBar)
oOpaszyeTcs u3
yIJIEeBOAOB(TJIFOKO34),
IJIUIEPOJIa, IIIUKOTEH-
HBIX AMUHOKHCJIOT U
JaKTara.
Aunerni-KoA
3aHUMAET LIEHTPAIb-
HOE MECTO B 00I11IeM
yTH Karaboiau3ma u
oOpasyercsi B MUTO-
XOHJIpusX: 1) npu
OKHCIIUTEIIbHOM
JEKapOOKCUITMPOBAHU
U TupyBara; 2) npu -
OKHCJICHUU KUPHBIX
KHUCJIOT; 3) U3 KETO-
T€HHBIX aMUHOKHUCIIOT.
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arTeruAporeHa3sHbIu MyJibdep
CyMMapHO€E YpaBHEHUE OTPAXKAET OKUCIUTEIbHOE
neKapOOKCHUIIMPOBaHUE MUpyBara, BocctanoBieHue HAJ[ no
HAJIH u o0pa3zoBanue anetui-SKoA.

KOMIIJICKC

COOH S—K A

NMupyeamoeaudpoaenasa

P 7% VI

HS-Koa  TAA" papH + H* ©O;

MNupysar AueTun-S-KoA

CymMmMapHoe ypaBHeHHE OKHMCJICHUS MAPOBUHOIPATHOM
KHUCJIO0ThI

IIpeBpaiieHue COCTOUT U3 MATH IIOCIEAOBATEIILHBIX PEAKIIUM,
OCYIIECTBIISICTCA MYJbTH(PEPMEHTHBIM KOMILICKCOM,
NPUKPEIUICHHBIM K BHYTPEHHEW MUTOXOHAPHAILHOM MEMOpaHe
CO CTOPOHBI MaTpUKca. B cocTaBe KOMILIIEKCAa HACUUTHIBAIOT 3
depMeHTa U 5 KOPEPMEHTOB.
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Nupysar - FmapoxcuaTvun

IupyBataernaporenasa (E , [IBK-/IT'), ee kopepmeHTOM sIBIIsiCTCSE

Tuamunangocdar (THD) unu tTuamuanupodocdar (TIID), karanuzupyet 1-10
pEaKIuIO.

1IBK e3aumooeucmsyem c kogpakmopom muamunougpocghamonm.
OcHosHyr0 poib uepaem 8mopou yeaepooHslil Amom mua3oibHO20
konvya T/[D, komopwiil 1e2ko mepsem npomoH, NPespauiasics 8
KapbanuoH. Kapbanuon amaxyem yacmuyHo nOJOHCUMETbHO
3APSAAHCEHHBIU O-Y2NIEePOOHBIU AMOM NUPYBAMA C BO3HUKHOBEHUEM
cea3u C-C. CunvHO aneKkmpopuibHblil amom azoma 8
kapbokcusmun-T/[D cnocobcmayem e2o 0exapOOKCUTUPOBAHUIO C
oopa3zosaruem cuopoxcusmun-1/{D .
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P
Er—TA0—GH—OH + Ez—m(\z > E1—TA® + Er—Kg_c=o
CH1 H3
Auermn

Juruapomumnoar-aneruirpancdepasa (E ), ee kopepMeHTOM SBISIETCS JTUIOEBasT
KHUCJI0TA, KaTaJIU3UPYET 2-10 U 3-F0 PEaKIUM.

Ha emopom smane npoucxooum e3aumooeucmeaue cuOpoKCUIMUJ-
T/[D ¢ nunoesou kucromou. Ilpoucxooum neperoc
2UOPOKCUDMUTBHOU 2PYNNBL HA 00Ut u3 amomos cepwl JIK. Ilpu smom
2UOPOKCUDMUNBbHAS 2PYNNA OKUCAAEMCS 8 ayemuibHyto. B npoyecce
OKUCTIeHUs. 2UOPOKCUIMUTBHOU SPYNNbL U 8occmaHnosieHus SH-epynnol
JIK so3nuxaem makposapauueckas céia3b. 3amem ayemuibHuli
OCMAmMoK NepeHoCUmcs Ha 6mopou Kogepmenm
ouzuoponunounmpancayemunasvl — HS-KoA (CIEAYIOMMN Caaia).
JIK nonnocmuio 6occmanasausaemcs (Il sman). Obpazosannuiii
ayemun~SKoA omoensemcsa om noaugepmenmuoco Komniexca.
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SH
Erllk(s" + Ez3—oAL > E;—ﬂK(I + E3—QALH?

E3
E3—oAQH; + HALY » E3—@Afl + HAOQH+H*

Aurnapoaunoar-geruaporenasa (E,), kopepment — @A/, karamusupyer 4-
10 U 5-10 peaKkium.
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2 AlNA rmpyBa

KOMIIJICKCA

[IpeBparnienue nupyBara B anetmin-KoA — nporecc Heooparumbliid. [loaTomy cuHTE3
TTFOKO3b6I U3 areTiil-KoA HeBO3MOKEH.

OO6bryHo aneTmin-KoA nanee npepamaercs 2-Ms nyTsMHU: 1) aneTuiibHas rpymia aneThi-
KoA oxucmsercs no CO, u H,O gepe3 L[TK u conpspkeHHbIC [IenH EPEHOCA JICKTPOHOB
C BBIJCICHHUEM U 3anacaHueM >Hepruu B Buje AT®; 2) ucnonab3yercs sl CHHTE3a
KETOHOBBIX TE€JI, XOJIECTCPOJIA U KUPHBIX KUCIIOT.

[IBK-/II" koMIuiekc peryaupyercss METOAOM (POCHOPUITUPOBAHMUS-
nedocdopunrpoBanus. I1oBeIlIeHHE BEIMYUH OTHOIIICHUH
HAJTH/HA T, anerna- KoA/KoA niu AT®/AJIP criocodcTByeT
dbochopunrpoBaHuio pepMeHTa NPOTCHMHKMHA30M ¥ MHAKTUBAIIUM
KomIuiekca. CieaoBaresibHO, KOMIIEKC MHAKTUBUPYETCS, €CIIH
KJIeTKa Oorara SHepruei 1 OMOCUHTETUYECKUMMU
pEeAIIeCTBEHHUKAMM.

IIupyBatr u AJI®, HaoOopoT, aktuBupyroT [IBK-JII" komIuieke
OCPEICTBOM UHTMOMPOBHUS MPOTECUHKUHA3I
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Peakiiun 1umo

HS-KoA

H,O
O0=C—COOH
. | \/4 _

'S-HOA H,C—COOH LMTpaT-cuHTaza HOC—COOH
-1 peakuus

[IUKJIa

Auetun-KoA Okcanoauerar LUwutpaTt

CBOOOHYIO YKCYCHYIO KMCJIOTY HEBO3MOXKHO OKHUCIIMTH ITyTEM
neruapupoBanus. [loaTomy oHa B akTUBHOM opMme (armeTuia-KoA)
IPEABAPUTEIILHO CBsA3bIBAETCS ¢ okcanoareraroM (LYK,
I[aBEJICBOYKCYCHOM KHCJIOTOM), B pE3YyJIbTaTe 4ero oopa3yercs
nuTpar. Auetnin-KoA coeauHseTCs ¢ OKCaI0aeTaroM B peaKkuu
aJIbJIOJIBHOM KOHASHCAIIMU, KaTAJIM3UPYEMOU IIUTPATCUHTA3OU.
Oopasyercsa mutpuia-KoA. Iutpun-KoA npu yyactum Bojbl
ruiposn3ycres 1o nurpara u HS-KoA.



Peakiinu numo

COOH COOH

COOH
2- peakuus | wo | Ho
ik A |1 \_ e
IMHUKJIA 0 —L—G00H —— C—COOH | = —~ H_G_—COOH
=M Ho | M Ho/ W_JI:__H
(!TOOH AkoHuTaT-rMApaTasa L COOH A AKbHMTaT-runpaTaaa COOH

UutpaTt umc-AHoHUTaT WaoumTtpar

AKOHHUTAT-rTHjpaTa3a (?)KOHHUTa3a) KaTaIu3upyeT
IIPEBPAICHUE [IATPATA B U30LUTPAT YE€PE3 CTATUIO
[IUC-aKOHUTOBOM KUCIIOTHI. AKOHHUTAa3a 110
MEXAaHHU3MY JICUCTBUS OJHOBPEMEHHO Ir'Mjparasa u
U30Mepasa.



Peakiiun 1umo

(l)OOH Cl,OOH
; . C
|CH2 HAL /HA.&H*H / O, CHy
3-5 PCaKIMA H—C— COOH \ > ICH2
L U3oumTpaTaernaporesasa |
UKJIa HO—C—H C=0
I
COOH COOH

WMaouuTpar a-Ketornyrapar

M3ouuTparaeruaporetasa (J1eapOoKCUIMPYIOIas) KaTaau3upyeT
AETUAPUPOBAHNUE N30JIMMOHHON KHCIOTHI B OKCAIOCYKIIMHAT
(IIaBEJIEBOSHTAPHYIO KUCIIOTY ), KOTOpasi 3aT€M
ACKapOOKCHIIMPYCTCS B 2-0OKcoryTapar (o-KeTorimyrapar).

Kodepmenrtom sisisiercs HAJT™ (B mutoxouapusax) u HAJID™ (B
IIUTO30JI€ U MUTOXOHAPHUSIX).



Peaxkuyy JUMOHHOI0 IUKJIA

?OOH COOH
HS-KoA HAL ¢ o I
e R o
4-s1 peakuus CHy - LHg
| a-KeTornytapaTAernaporeHasHolii KOMNAeke I/O

IUKJIA c|:=:o C’ ~ S-HoA
COOH
Topr— -
2-OkcornyTapartAeruiporeHa3HbIi KOMILIEKC (0l-
KEeTOIIyTapaTAeruaporena3sHblii KOMIUIEKC) KaTalu3upyeT
OKMCJIUTEIIbHOE AeKapOOKCUINPOBaHUE 2-0KCOTIyTapara B
cykuuHuI-KoA. MynbTH()CPMEHTHBIN 2-
OKCONTYTapUTACTHIPOTreHA3HbIM KOMILIEKC ITOX0XK Ha
NAPYBATACTUAPOreHA3HbIM KOMILJICKC U IIPOIECC
IIPOTEKACT aHAJIOTUYHO OKUCIUTEIBHOMY
ACKapOOKCUIMPOBAHUIO NTMPYyBara.



Peaxkuyy JUMOHHOI0 IUKJIA

?OOH COOH
S-11 peakuus GHy I
HI/IKJIa lCHQ ¥ r,D,CD t B CVKHMHMH-KOA—CMH‘I’ETaaa' éHg + [Td + HS-KoA
I/() |
C™~ S-HoA COOH

O T
Cykumdunn-KoA CyxuwnHa

CyKIIMHWITHOKMHA3a KATAJIIM3UPYET PACHICIUIEHNE CYKIMHMWI-KOA Ha
SHTAPHYIO KHCJIOTY M KOQCpMEHT A. OHeprus paclieIiiCHus
cykimHUI-KoA HakarmmBaeTcs B Bujie ryaHo3uHTpudocdara (I'TD).
B  compsokeHHon — peakuuu  nepchocopuimpoBanus AJID
dbochopunupyerca B ATD, a ocBoOoxkaarommecs Moaekyiabl [/]d
MOTYyT BHOBb (ochopunnpoBarbcs (cyoctpatHoe dochopuiin-
poBaHue). Y pactenuil pepmeHT cnenuduueH Kk AID u ATD.



Peaxkuyy JUMOHHOI0 IUKJIA

(IJOOH SR A COOH

CH, Ln
L. \ / > I
6'ﬂ peaKHI/IH CI;H“ CykuumHaTaermaporeHasa H(|3

III/IK.TIa COOH COOH

CykumnHaT dymapar

CyKIMHATACTUAPOreHa3a KaTAIN3UPYET NPEBPALICHUE CYKIIMHATA
B )yMapoBy10 KUCIOTY. DepMeHT cTepeociienuduieH, sIBIISETCS
MHTErpaJIbHBIM OCJIKOM, TaK KAK BMOHTHPOBAH BO BHYTPEHHIOIO
MeMOpaHy MUTOXOHAPHUM M B Ka4€CTBE MPOCTETUYECKUX TPYIIL
coaepxkut MAJI u xenezocepHbie Oenku. PAJ[H2 He oTnensercs
oT hepMEeHTa, a JBa AJIEKTPOHA Aajiee IepeaarTCs Ha KOPEpMEHT
Q Lenu nepeHoca IEKTPOHOB BHYTPEHHEN MEeMOpaHbI
MUTOXOH/IPHH.



Peaxkuyy JUMOHHOI0 IUKJIA

COOH (IZOOH
H0 . :
7-91 peakiusi i \ k= M
HC - CH
IHUKJIA I ®dymapaza | 2
COOH COOH

Ddymapar

dymMapar-rujiparasa (pymapasza) Karaau3upyeT IpeBpaIlCHUE
(yMapoBOM KUCJIOTHI B I0JIOYHYIO (MaJiaT) C y4aCTUEM BO/IBI.
depMeHT cTepeocnenuduueH, oopa3yeT Tojabko L-manar.



Peaxkuyy JUMOHHOI0 IUKJIA

COOH - §
| e PR soion
HO—C —H \ / |
8-11 peakuus L = C=0
, H2 ManatgeruaporeHasa éH
2
UKJIA COOH l

COOH
Manar

Oxcanoauerar

Manatraeruaporesasa Karajlau3upyeT OKMCICHHUE SI0JI0UHOM
KHCJIOTBI B OKcajioaneTar. KopepMeHT ManaraeruiporeHasbl
— HAJI'. [anee okcayoanerar BHOBb KOHIEHCUPYETCS C
aneTuiI-KoA M IIUKII TOBTOPSIETCA.
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Oxkcanoauerar




DOyHKIIMU

NuTerparuBHas QyHKIUMA — OUKII SIBIAETCS CBSI3YIOIIUM 3BEHOM MEXIY PEAKIUIMU
aHa0oimM3Ma 1 Karaboau3Mma.
Kara0domnmueckas pyHKIUsA — NpeBpalicHUE pa3IMYHbIX BEIIECTB B CyOCTpaThl
AKJIA:

JKupnsblie kucnorsl, nupysar, Jlen,Pen — Auetun-KoA.

Apr, I'uc, [ my — a-kerontyrapar.

®eH, Tup — (hyMapar.
AHaOosn4yeckasi yHKIMS — UCIOJIb30BaHUE CyOCTPATOB LIUKJIA HA CUHTE3
OPTraHUYECKUX BEIIECTB:

Oxcananerar — 11oko3a, Aci, AcCH.

Cykuuanin-KoA — cuHTe3 rema.

CO, — peakunu KapOOKCHINPOBAHHS.
Boagoponononopnasi pynkuuss — 1iukia Kpedca nocraBiisieT Ha AbIXaTeIbHYIO LIETb
MHMTOXOHIpUii mpoToHsl B BUae Tpex HAJTH.H" u oxHoro OAJTH,.
Jueprernyeckasi pynxknuss — 3 HAJTH.H™ maet 7.5 mons ATO, 1 OAJZTH, maer 1.5
MoJb AT® Ha apIxarenabHOU 1enu. Kpome Toro B IMKJIE MyTEM CyOCTpPaTHOTO
dbochopunupoBanus cunresupyerca 1 I'TO, a 3areM u3 Hero cunresupyercss ATD
nocpenacreaM TpaHcochopunupoBanus: ['TO + AIID = ATO + I /]D.



AHaIIEPOTHYECKHUE PeaKIUHU

AHannepomu4yeckue (NONoJIHAKOLWMNE) peaKLumMmn — crneunanbHble
(bepMeHTaTUBHbIE peakunn, obecreumBatoLLme NonoaHeHWE nyna
MPOMEXYTOYHbIX NPOAYKTOB LIMK/IA IMMOHHOW KUC/OTHI.

AHannepoTtnyeckme peakumm

Peakuuns TKaHb/OpraHM3Mm
[MupyBat + HCO3_ + ATP — Okcanoauetat + ADP + P. [leyeHb, NoOYKM
Cepaue,
®ochoeHonnmpysat + CO2 + GDF — Okcanoauetat + GTP CKeJleTHas
MycynaTypa

BbicLLMe pacTeHus,

®ocdoeronnupysat + HCO, — Okcanoauetat + P ot
I

LLInpoko
pacnpocTpaHeHa
Y 3yKapuoT

N NpoKapuoT

Mupysat + HCO, + NAD(P)H — Manat + NAD(P)*



depMEeHTAaTUBHOE KapOOKCUIMPOBAHUE ITUPYyBaTa

Hanbonee Ba)kHas aHan/epoTuyeckasl peakumnst B XXMBOTHbIX TKaHSX
— 3TO (pepMeHTaTMBHOE KapbokcunnpoBaHvWe nupyBaTa 3a cyeT CO,
obpa3oBaHMEM OKcasoaueTaTa; KaTanu3npyeT 3Ty 0bpaTuMylo peakuuio

bepMeHT nupysamkapbokcusiasa:

Iupysar+ CO, + ATP + H,0 <5 Okcanoauerar + ADF+P, + 2H*

ATP+CO, +E —6uotun + H,0 < ADF + Pi + E —6uotun — COO™ + 2H"

E —ounotun — COO™ + ITupyBat < E — Onotun + Okcanoarerat
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KOMIIJICKCA

OOmas cxema perynsanuu nukiaa Kpedca

Mupysar

HSKoA
NAD*

1
CO, NADH+H*
AueTun-KoA

2 HSKoA
»

sl iy
Okcanoauertart - 1S) Lupar

LuTpar
NADH+H"* NADH
ATO
NAD* CykumHun KoA

Manar

Mupysat, NAD*, HSKoA (3
NADH, Auetun-KoA

W3ouutpar

® Ao NAD*
©NADH | 3

H0 ® ca*
dymapar

Cco,

o-Ketornyrapar
(® CykuuHun-KoA /—HSKoA
© ATO NAD*

Wi © NADH
CyKumHat ® ca*

CykunHun-KoA
HSKoA

7 5 o

FADH,
4
NADH+H"*

co,

NADH+H*

Peryisiiiyst o011ero myTy Karadoau3ma:

1 — IIBK-AI" koMIiekc akTUBUPYETCS
mpysatoM, HAJT", HS-KoA;
uaruoupyercs HAJ/IH u anetun~S-KoA;
2 — IUTpaTCUHTAa3a (peakius yCKOPSETCS
IIPY HOBBIICHUW KOHIIEHTPAINU
OKCaJI0aleTara u 3aMeIsIeTCA IPU
MOBBIIIEHUN KOHIICHTPALIMU [IUTPATA,
HAJIH, AT® u cykuuauin~SKoA);

3 — M3OLUTpPATAECTUPOTrCHA3a
anmnocrepuuecku akrusupyercsa AJ1O,
MOHaMU Kanblusi, nHruonpyercs HAJIH;
4 — 0-KEeTOTIIyTapaTAeTuAPOreHA3HBIN
komrutekc narnoupyerca HAJIH, AT®

1 CYKUMHWI~SKOA, a akTuBUpyeTCs
MOHAMH KaJIbIIHS
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Hcnonp3zoBanue MeTadbonutoB LITK B cuHTE3€ paznmyHbIX
coequHeHni. CMHTE3 3aMEHUMBIX aMUHOKHUCIOT (1, 2, 3),
IJIF0KO3bI (4, 5, 6), XKUPHBIX KUCIIOT (7), reMa (8)
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