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1. IIuxkn KpeOca — nieHTpaabHUK METa0OIIYHHUI
[IJISIX OKMCHEHHS OpraHIYHUX MOJIEKYJI, IO
BIAITPAKOTh POJIb ,,KIITUHHOTO NAJIMBa .

2. Ximi3M peakuii nukiry Kpeoca.

3. Perymsamig mBUAKOCTI DEPMEHTATUBHUX
peaKklid LUKy TPUKApOOHOBHUX KHCIOT.



" | "aHc Aponbd Kpebe

Linkn TpnkapOboHOoBMX KNCIOT BYB BiOKPUTUI
bioximikom I. Kpebcom, akum 3a ue BigkpuTTH
oTpumaB y 1953 p. pasom i3 @. JlinmaHoM
Hobeniscbky npemito. LUTK Hanexutb npoBigHa
porb Y NPOMDKHOMY MeTabosi3Mi KIiTUHWN.
Mopsn i3 kaTaboniYyHMMM | aHabONIYHUMK LUK
BUKOHYE | amdiboniyHi dyHKUIT — BiH BUCTYnae
TUM LEHTPOM, Y AKOMY CXOAATLCS NMPaKTUYHO
BCi MeTaboniyvHi LWNaxu.
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Hans Krebs
1900-1981

XaHc Agonbd Kpebc Hapoausca 25 cepnHs 1900 poky B
Xinbgecxanmi (HimewdnHa), B poauHi  OTOMapuHronora
[eopra Kpebca ta Anmn Kpebe (dasuacoH). B 1918 p.
3aKiH4YMB TiMHa3il0 | B OCTaHHI Micsui nepLol CBITOBOI
BiIHX BiH CIy>XXMB Y MOJSIKY 3B’A3KY NPYyCbKOl apMil. MoTim
Kpebc BuMB4aB  mMegumumHy Yy  [eTTiHreHCKoMmY,
®dpenbypcbkomMy, MIOHXEHCBKOMY | BepniHCcbkomy
yHiBepcuteTax | B 1925 p. oTpumaB MeanyvyHUn OUNSIoMm
B [amMOyprcbkomy yHiBepcuTeTi. i3Hile BMBYaB XiMito B
[HCTUTYTI natonorii bepniHCbKOro yHiBepCUTETY, a NOoTiM
Yy AKOCTi acucTteHTa — nabopaHTa noyas npautoBatn y
OtT0 Bapbypra B IHcTuTyTI Gionoril kansepa Binbrenoma
B bepniHi. B 1930 p. Kpebc 3HOBY 3alHABCS KMiHIYHOO
MEeOUUMHOK | novyaB npauiBaty acCUCTEHTOM B
MYHIiUMnanbHOMY rocnitani B [ambypry i npuBar-
OOLEHTOM Yy KniHiui  Ppenbyprcokoro yHisepcurtety. Y
Uen 4Yac BiH NpoaoBXyBaB OIOXIMIYHI  OOCHIAKEHHS,
BUKOPUCTOBYOUM ObragHaHHs , noaibHe OO YyCTaHOBOK
Bapbypra. Y 1932 poui BiH onucaB UWKN YTBOPEHHS
CEYOBUHMU | pO3pOBMB KOHLIENLiO LIMKNIYHOCTI NPOLECIB Y
XiMiT XMBUX CUCTEM, SIKa MNPUHECra MOMY BCECBITHE
BU3HAHHA.



Hans Krebs
19001981

Y 1933 p. pgo snaau B epmaHii npunwos [itnep i Kpebc,
eBpen Nno HauioHasIbHOCTI, BTpaTuB CBOIO nocagy vy
dpenbyprcokomy  yHiBepcuteTi.  Ane  PokdennepiBcbke
OOCnigHMLbKe TOBapUCTBO Hagasio MOMY MOXNUMBICTb 3au-
matuca Oioximieto nig kepiBHMUTBOM ®Ppegepika [oyneHaa
XonkiHca B IHCTUTYTI BioximiT KeMbpnaKCbKOro yHiBEpCUTETY Y
BenunkobputaHnii. B 1933 p. Kpebc npubys no Kembpigxa He
3axXONMBLLUM 3 CODOK « MNPAKTUYHO HIYOro, KpiM 3iTXaHHS
NONerweHHd, KiNbKOX KHUMXOK Ta 16 ynakoBOK CKIAHOK
Bapbypra».

BiH noyaB npautoBatn 6GioXiMIKOM-OEMOHCTPATOPOM, a Yy
1935 p. BiH BXe OyB npuaHavyeHUn BUKNagadyem dapmakonorii
LLledpdpinacekoro yHiBepcuteTty. B 1937 p., BUBYako4M nNpoMiKHi
ctagil odMiHy BYrneBoAiB , BiH BiAKPUB LMKN TPpUKapOOHOBMX
KNCNOT, KU1 Tenep HasuBawTb LUMKIOM FIMMOHHOI KUCNOTN abo
umkriom Kpebca.

B Hobenescbkin nekuii Kpebc npoaHanidyBas OinblU LUMPOKO
3Ha4YeHHA CBOIX BigKpUTTIB. BiH ckasaB: « HasiBHiCTb OgHOrO i
TOrO X MEXaHi3aMa YTBOPEHHSI €Hepril y BCIX XUBUX iCTOT
003BOfide 3pobUTU BUCHOBOK MpO Te, WO , no-nepwe — uen
MEXaHi3M BMHUK Ha OyXXe paHHiX eTanax eBontouil, i, no-gpyre -
XUTTA Yy MOro TenepiwHbLOMY BUMMA4lI 3apoausioch nuiue oauH
pasy.



Hans Krebs
1900-1981

Uepes pik nicns otpumaHHa Hobeniecbkol npemil Kpebc
byB npusHadeHnn Ha nocagy npodecopa bHioximil
Haddinacekoro Bio4iNy KNiHIYHOI MeauLUHN
OKcpopacbKOro yHiBepCcUTETY.

Kpebc OyB yoocTtoeHun aoyxe baratb0ox Haropog cepen
akmx . npemia Jlackepa AmepuKaHCbKOI acouiauil
oXopoHu 3gopos’a (1953), Koponiscka menans (1954) |
vegane Konni (1961), meganb KoponiBCbKOro HaykoBoro
TOBApUCTBa, a TaKOoX 3o0nota mMeparnb KoponiBCbKOro
mMegunyHoro TtoBapuctBa (1965). B 1958 p. Kpebcey
KoponeBol €nusaseTtoro Il 6yn noxanyBaHnn TUTyn
noppaa.
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OKMCHEHHH Y KJIITUHHOMY TUXAHHI

Catabolism of proteins, fats, and
carbohydrates occurs in the three stages
of cellular respiration.

Stage 1: Oxidation of fatty acids,
glucose, and some amino acids yields
acetyl-CoA.

Stage 2: Oxidation of acetyl groups via
the citric acid cycle includes four steps
in which electrons are abstracted.

Stage 3: Electrons carried by NADH
and FADH?2 are funneled into a chain of
mitochondrial (or plasma
membrane-bound, in bacteria) electron
carriers-the res irator chain-ultimatel
reducing O2 to H20. This electron flow
drives the synthesis of ATP, in the
process of oxidative phosphorylation.



B aepoOHMX ymMoBax yTBOPEHMMU MPU TMAIKONITUMHOMY pO3LUEenseHHi rrKo3un
(rmikoreHy) nipyBaT He BIiOHOBIIOETLCA OO0 JlaKkTaTy, a NOCTYNOBO MOBHICTIO
okucHrwetbca Ao CO, i H,O. MNpu ubomy cnouyatky BiAbyBaeTbcA
OKUCHIOBaribHe AeKapboKcUnoBaHHA NipyBaTy 3 yTBOpPeHHAM aueTtun-KoA.

OkncHeHHs1 nipyBaTy Ao auetun-KoA BiabyBaeTbCA B MaTpUKCi MITOXOHAPIN 3a
y4yacTiO HU3KM epMeHTiB i KodepMeHTiB, 00’c¢qHaHUX CTPYKTYpPHO B
MYNbLTUEH3MMHY CUCTEMY, flka OTpuMana Ha3By nipyBaTaerigporeHasHumn
komnnekc (MArK). Qdo cknapy NAOFK Bxopgate Tpu  depmeHTH
(nipyBaTperipporeHasa, auvrigponinoinauetuntpaHcdepasa,
avrigponinoingerigporeHasa) i n’atb kocgepmeHTIiB (TiamiHnipodocdaT, amia
ninoeBoOI KUCNOTH, KoeH3um A, PALl, HAl+).

CO.
00
(~l i }i NAD PP, poate, ‘\:\.‘[)l{ o3 _S-(,‘():\
¢—0 FAD ; c’
pyruvate dehvdrogenase
CH., complex (E, + E, + E CH;
Pyruvate Acetyl-CoA

AGE 33.4 kJ/mol



OkuciiroBajibHe
NeKAPOOKCUIIOBAHHS
mipyBary .

Pyruvate

S oxidized
e lipoyllysine

ixidized
lipoyllysine

NAD*

reduced
lipoyllysine

“ CoA-SH
TPP{ Ey "

Acetyl-CoA

E1, mipyBaraerigporesasa;
E2, nurinpoainoinaneTunaTrpancdepasa;

E3, nurigposninoinaerigporenasa

Ha I cranii uporo mponecy mipysar BTpaya€ CBOIO
KapOOKCWJIbHY TpYIly B pe3yiabTari B3aeMofii 3
Tiaminmipodocparom (TII®) y cknagi  aKTUBHOTO
neHTpy gepmenta nipysaraerigporenasu (E1).

Ha II craaii okcuetunpHa rpyna komruiekcy El-
TIHO-CHOH—-CH3 OKHCHIOETBCS 3  YTBOPEHHSIM
ALCTHIBHOI IPYIH, SIKa OQHOYACHO MEPEHOCHTBCS. HA
amiJ] JIMO€BOI KHUCIOTU (KOPEepMeHT), 3B’S3aHOI 3
dbepMenToM nuriposninoinaneruaTpancdepasoro (E2).

Len q)epMeHT karanuzye III cragiro — mnepeHoc
aneTwibHOl Tpynu Ha koeHsuMm - A (HS-KoA) 3
YTBOPEHHSIM KiHIIEBOro mpoaykry aunetwi-KoA, €
BUCOKOCHEPTETUYHOO CIIOTYKOIO.

Ha IV cragii perenepyerbcss OKHCHEHa (hopma

Jainoaminay 3 B1JIHOBJICHOTO KOMILJIEKCY
purigponinoamin—E2. 3a Y4acTro dbepmenTa
purigponinoinaeriaporenasn  (E3)  saiiicHioeThCS
mepeHoc  aromiB  [igporeny  BiJ  BIIHOBJICHHX

cynb(brmpHﬂbHHx rpyn ,Z[I/IFIILPOJIIHOEIMII[y Ha DA/,
SIKUd  BUKOHYE POIIb HpOCTeTHqHOI Pyl JAHOTO
(dbepMeHTY 1 MIITHO 3 HUM 3B’ 3aHUH.

Ha V CTaz(i'l' BITHOBJIEHUI CDAI[H JTATUIPO-
Jinoinaeriaporenasu nepegae ['igporeH Ha Koq)epMeHT
HA/I 3 yrBopennssm HAJTH + H'.



[TipyBargeriiporeHa3Huim
KOMILJIEKC

CyMapHO peakliito, sika KaTaiai3y€eThesl MIPyBaTAeTriApOreHa3HUM KOMILIEKCOM, MOYKHA
MPEJICTAaBUTU TaK:

[Tipysar + HAJI" + HS-KoA — Auerun-KoA + HAJJTH(H™) + CO,

Peaxiiisi cynpoBOIKY€ETHCSI 3HAUHUM 3MEHIICHHSIM CTAaHIApPTHOI BIJIBHOI €HEPrii Ta €
MPAKTUYHO HEOOOPOTHOIO.

Yr1BOopenuii anetun-KoA miagaeTbcs moaaidblioOMy OKHCHEHHIO y MITOXOHJAPISX B
AKJI1 TPUKApOOHOBUX KUCIIOT.



rerynsigid akKtTuBHoOCTI
nipyBaTtgerigporeHasHoro Komnrekca

PerynboBaHnm pepmeHTom MNBK-gerigporeHasHoOro Komnrekcy € nepwum pepmMeHT
— nipyBartgerigporeHasa (E,). [1sa fonoMixHUX pepmMeHTH — KiHa3a Ta chocpaTasa 3abesneyyioTb
perynsuito akTMBHOCTI nipyBaTAerigporeHasu wsixom i1 cpocchopuntoBaHHs i aedocdopunoBaHHA.

[onomibkHuin (bepMeHT KiHa3a akTMBYETbCS NPU HAANULLKY KiHLEBOro npoaykTy 6ionoriyHoro okMcHeHHss AT® i
npoaykTis NBK-gerigporenasHoro komnnekcy — HAQH i auetnn-S-KoA. AkTuBHa KiHa3a doocdopusioe
nipyBaTtaerigporeHasy, iHakTUBYoUM i1, B pesynbrati nepLua peakuia npouecy 3yrnMHAETbLCA.

depmeHT dpochaTasa, akTUBYHOHNCH IOHAMK KanbLiito Ta iIHCYRNiHOM, BigLlensoe dpocdar i akTuBye
nipyeatgerigporeHasy.

NADH® ]
Auetun-KoA® Mipysar
D
AR kiHaza [AK AT®
Pi
MOK-P ©ADe, ® Mipysar NAD+, HSKoA
HeakTusHa: © Mipysar ® NADH, Auetun-KoA
dopma @Ca™
®ocdarasa )
H.O Pi OH
AueTun-KoA

Taknum YnHom, poboTa nipyBaTaerigporeHasu NpUrHivyeTbCca NPy HaAJSIMLWKY B MITOXOHAPIT (B
knituHi) AT® i HAOH, wo fo3BoNse 3HN3UTM OKUCHEHHSA NipyBaTy i, BiANOBIAHO, IMOKO3N Y
BUNagKy, KONu eHepril 4OCTaTHbLO.

Axwo AT® mano abo € BnnmB iHCYNiHY, To yTBOptoeTbCA aueTusi-SKoA. OcTaHHIin B 3aneXXHOCTI
Bif ymoB byae Hanpasnatuca abo y LUTK 3 ytBopeHHAM eHepril AT®, abo Ha CMHTE3 XOnecTepuHy
| X)XMPHUX KUCIOT.



JI71st mpsIMOTO OKMCHEHHS aleTary
710 1Box mMosekyn CO, HeoOXiHi
JIy’K€ KOPCTKI YMOBH, 30BCIM

HE CXO0X1 Ha T1, [0 iICHYIOTh

y KJiTuHax. ToMy B nporieci
€BOJIIOLIT KUBI1 KJIIITHHH
PUCTOCYBAJIUCSA

BUKOPUCTOBYBATH X04 1 OOX1JHUH,

ajie O1JIbII JICTKUH IUIAX, SIKAI
HE BUMAarae Takoi BUCOKOi €Heprii
aktuBarii. Kimtunu HaOynmu
3JIaTHOCTI TIPUEIHYBATH alleTaT
710 1HIIOT CIIOTYKH —
HIABJICBOOLTOBOI KUCJIOTH
(okcamnoarierar) 1 oJiepKyBaTu
TaKWM YHMHOM TIPOITYKT —
JIUMOHHY KUCJIOTY (I[UTpAT),
sKa 3HAYHO JIETIIIE,

HDK caM alleTaT, JeTr1Ipy€eThCs
Ta JIEKapOOKCHITFOETHCS.
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Acetyl-CoA

CHg—g-—S—CoA
CoA-SH

®

Condensation

citrate

IHuka Kpeoca
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(1) Ymeopenna numonnoi
Kuciomu

‘/7()
H.O CoA-SH CHy—C,
() A C
Y | :
CHy;—C_ + O=C—CO0 yorrs » HO—C—COO
S-CoA CH,—COO i CH,—C00
Acetyl-CoA Oxaloacetate Citrate
AG"™ = -32.2 kJ/mol

YTBOpEHHSA JTUMOHHOI KUCJIOTH (LIUTpaTy) BIAOYBA€ETHCS 3a PaxXyHOK KOHJIEHCAIlll areTuJ-
KoA 3 1m1aBneBoOLTOBOIO KUCIOTOK (OKcajoaleraroM). Peakiiisi kaTamizyeTbcsa (HEepMEHTOM
IMTPATCHHTA3010. 1leii (hepMEeHT € perynsaTopHuM. Moro akTUBHICTH iHTiOyeThcst AT,
HAJJH(H"), cykumnin-KoA ta gosrojanmrorosuMu anui-KoA. V maniii peakuii y sIKOCTI
IPOMDKHOTO IPOAYKTY YTBOPIOETHCS 3B’si3aHui 3 (epmeHTOM 1uTpuia-KoA. Ilotim 14
CITOJTyKa CaMOBUIBHO 1 HEOOOPOTHBO T1POIII3YETHCS 3 YTBOPEHHAM IUTPATy 1 S-KOA.



(2) Ilepemeopennsn (izomepuzayis)
uumpamy Ha 1304umpam

—_——

CH,—CO00 H,0
HO-—C—CO0O0 = T
H——(f‘ COO

H

—

Citrate

CH,—CO0O H,0 CH,—COO0O
C—CO00 —=— | H—C—CO00
C—C00 T il-c—coo

H J H

cis-Aconitate Isocitrate

VY pesynbTarti Hiex peakiiii BigoyBaeThcs B3aeMornepemiierdss H u OH y monexyni uurpary.

Peaxiiis kaTanizyeTbcsa EPMEHTOM aKOHITA30K0 Ta CKJIAJAE€THCS 3 ABOX €TAIlIB:

e JICT1apaTaliis JUMOHHOI KMCJIOTH 3 YTBOPEHHSIM LIMC-aKOHITOBOI KMCJIOTH - LIMCAKOHITATY;

* IPUEAHAHHS J0 IIUC-aKOHITaTy MOJIEKYJIM Boau. [lpu mpuieaHaHHI IO TOABIMHOMY

3B’s13Ky y ckiami mmc-akonirary H™ ta OH™ y TpaHC-IONOKEHHI YTBOPIOETHCS i30JMMOHHA

KUCa0Ta (1301UTpar).



(3) /leciopysannsa ma
0eKapOOKCUNIOBAHHA I30UUMPAnty

. NADIP)' NADPPH +H"
(‘liz""(‘(v)() 4

H—C—000" el « CH,
12ocitrale | T C02

CH;—COO
|

HO—C—CO0 dehydrogenase C—COO0
H 0
[socitrate a-Ketoglutarate

Tpers peakuis, iMoBIpHO, JiMiTy€ BUAKICTH HUKIAY Kpedca.

Peakuis katanizyerbca HAJ[-3a7€KHOI0 130 UTPATAETIIPOreHAa3010 1 IPU3BOANUTH 10 YTBOPEHHS
0-KETOITTyTapOBOI KMCJIOTH (0-KETOrTyTapary). [301uMOHHa KKCIIOTa AETIAPYETHCA 1 OHOYACHO
nexkapookcumoeTea. HAJl-3anexxHa 130UUTpATAETiAPOreHasa € peryiasiTopHUM (pepMeHTOM,
MO3UTHUBHHUN MOAYIsTOp sikoro — AJI®, a merarusamii — HAJTH(H"). Kpim Toro, depmenT s
BHSIBJIEHHS CBO€ aKTUBHOCTI BUMAarae HasgBHOCTI ioHiB Mg®" abo Mn*".



(4) Oxkucnennsa a-Kemoziymapamy 00
cykuunii-KoA ma CO:

CH,—Coo~ CoASH NAD™  NADM oy 000

CH, - X A R + 605
000" heeguarss " C—B-CoA

0 compiex 0

a-Ketoglutarate Suceinyl-CoA

[lin vac 4yerBepToi peakiii BiAOYBA€ThCA  OKHUCHIOBAJIIbHE  JAEKapOOKCHUIIOBAHHS
0-KE€TOITTyTApOBOi KUCJIIOTU 3 YTBOPEHHSIM BHUCOKOCHEPIeTHYHOI CHOJYKH CYKIUMHLUI-KOA.
MexaHni3M 1i€i peakiiii Noai0HUM 10 TaKOro y peakilli OKMCHIOBAJIbHOTO JAEKapOOKCHIIFOBAHHS
nipyBary 10 anetui-KoA. o-KeTonmyTaparaeriiporeHa3Huil KOMIUIEKC Harajaye 3a CBOEIO
CTPYKTYpOIO MipyBaTAETiAporeHa3Huii kKomiiekc. B 000X Bumagkax y peakiiii 0epyTh y4acTb 5
xodepmenTiB: TIID, amix minmoeBoi kucinoru, HS-KoA, ®AJl 1 HAJI+.



(5) llepemeopenna cykuyunin-KoA oo
CyK u UH (lmy (peakuiﬂ cyocmpammozo (])ocd)opumoeamm)

CH,—COO . OC

[ GDP + P, GTP CoA-SH {Y°

(‘Hg ; 4 'A (.‘”2

! ———— i —a. .

(I."'_S'C“A § succinyl-Cod - CHg

O svninetlase (‘()()

Succinyl-CoA Succinate
AG™ 2.9 kJ/mol

II’ata peakiiisa karamizyerbcsi hepMeHTOM cyKIMHIJI-KoA-cuHTeTa3010. Y X011 1€l peakii
cykinHiI-KoA 3a yuactio ['JI® 1 HeopraniuHoro ¢docdary nepeTBOPIOETHCS Ha SIHTAPHY
KUCJIOTY (CyKuHar). OqHo4acHO BiI0OyBa€ThCsl yTBOPEHHS BUCOKOEPT1UHOTO PpocdarHoro 3B’
sa3ky ['TD 3a paxyHOK BUCOKOEPTIUHOTO Tioe(ipHOTO 3B 13Ky CYKIIMHLI-KOA.



(5) Illepemeopennsa cykuunin-KoA
00 cyKuunamy (peaxuis cybcmpammnozo

CH,

Succinyl-CoA

CHy

QOCQO‘ZM]ZIOG“HH}I)
—

-

-

Guanine

Rib —-O0—P—O0—P—0—P—0

GTP

Guanine
I 0 O

Rib-O—-P—-0—P

O 0
GDP

\ X
P
(§) 8]
Phosphoenzyme
O 0

&
“T'T® mepenac cBoro gpocpharHy rpymy L
Ha AJI® y nykieosuadocdokinasmiii (_'Hz
o CHq
peakuii 3 yrBopeHHsiMm AT®: ®
C
s Y ¢
I'Teo + AJl® —— IT/1D +
ATD

Pa & e g

O S-CoA

succinyl-CoA

Ny nihetnse

' C
0 O
P
0
Succinyl
phosphate

Succinate

OH

CoA-SH

O

0O-

Ha nepmomy erami ¢ocarna rpyna 3amimae KoA y
3B’s13aHOMY 3 eH3MMOM CYKIHMHII-KoA, dopmyroun
BHCOKOCHEPreTHYHYy anuigpocharHy Croayky.

Ha  gpyromy erani cyknuningochar Bucrymae
AoHopoM ¢ocdaTHOI rpynH If 3ANUIIKY TICTHANHY Y
ckJaai 0likoBol yacTuHHM (QepMeHTy, GOpPMYyIOYH NPH
IbOMY BHCOKOeHepreTnuHui ¢ocdoricruaniensum.

I amme Ha Tperbomy erani docdaTrHa rpyna

nepeHocuthes Ha 1D, yreoprowouu I'TD.




(6) OKucnenHnsa CyKuyuHamy 00

hymapoeoi kuciomu
T A FADH. fyeass
C H2 a CH
CH. ~ == - O
COO — COO
Succinate Fumarate

AGT = O kJ/mol

* Peakmis karamzyeTbest A J[-3aneKHUM PEPMEHTOM CYKIUHAT/AETIAPOTreHA3010.
Y pe3ynbrari mocToi peakiiii CyKIUHAT JCTIIPYETHCS B (DyMapOBY KHCIOTY.
OKUCIICHHSI CYyKIIMHATY KaTall3ye€ThCd (DEPMEHTOM, B MOJIEKYJl SKOTO 3 O1IKOM
KOBaJICHTHO 3B’3aHuil kopepmeHT - DAJI. B cBO1O Uepry cyKuuHaTAErigporeHasa
MIIHO 3B’3aHa 3 BHYTPIIIHBOK MITOXOHJIPIAIIBHOIO MEMOPAHOIO.



(7) I'iopamauia (hymapoeoi kuciomu

00 A0IYYUHOI
COO COO
HO :
CH - HO —CH
H(-_'. = r'_ar: Brssse = }{ C" -_H
COO COO
Fumarate i.~-NMalate
NG - 3.5 k.J/mmol

Peakiis karamizyetbcst (ymaparrigpara3ow (dymapaszoro). Ilpu 1mpomy
(ymapoBa KHUCJIOTA TIIpPaTyeThCs, MPOJYKTOM peakilli € s0JydyHas KHCJIOoTa
(manar). BaxmuBuM € Te, A (ymaparriparasd MNPUTAMaHHOK €
cTepeocnenupIuHICTh — B XO/[1 PEAKIlT YTBOPIOEThCA L-s10/TydHast Kuciora.



(8) OKkucnennsa a0ayunoI Kucaiomu 00

OKcdajioauemamy
T AD NADH + H* T
Ho—c-8l  \ J o—=c
Oy e - CH.
3 malate l
CO0O dehydrogenasoe CO0O
L.-Malate Oxaloacetate

AGT = 29.7 kJ/mol

Peakinis karanizyerbess HAJI-3anexHUM pepMEHTOM — MaJaTAeriiporeHa3oro
MITOXOHJIPIH.



H3C—C -CO00O" o

pyTruvate
HAD* \
H+ HADH
co,
H.C-C-
¥ acetyl Coa " )
HADH+H o H-C-C00
+ I —C— -
HAD ¢-coo HO-C~C00
HO H-C-coo- "0 H-G-CoO
H-C-COO0 ' H ™ H
H-C—COO oxalodsetate citrate ! -
|." H—(ll—COO
malate H—(ll—COO
H-C-CO00O"
| S—_ps Krebs Ho
H—(I:I—COO' Cy(}le . isocitrate
00C-C-H HAD
fumarate H+ NADH
H C02
FADHZB . r Hed—coo
FAD \ H+ HADH HAD T
H-C-CO00" H-C-H
H-C-CO00O P: H C-CO00O
| i | I
H H-C-CO0O" 0
succinate H— (IZ—H a ketoglutarate

|
ctp Gop &~

0
succinyl CoA €Oy

3a oIuH 00epT LUKITY, SIKUH
CKJIQIAETHCS 13 BOCBMU
MOCJIIOBHUX (DEPMEHTATUBHUX
peakiiiii, Bi10yBa€ThCs IOBHE
OKHCHEHHS OJIHIET MOJIEKYJIU
anetun-KoA. Jlns
Oe3nepepBHOI pOOOTH LTUKITY
HEOOX1THUM € MOCTIAHE
NOCTYIAHHA Y CUCTEMY alleTHJI-
KoA, a xobepmentu (HAJL" i
DAJI), ax1 neperum y
BITHOBJIEHHH CTaH, IIOBUHHI
3HOBY 1 3HOBY OKHMCHIOBATUCS
Ile okMCHEHHS 31HCHIOETHCS
y CUCTEMI MEPEHOCHUKIB
€JIEKTPOHIB Y JUXAJTbHOMY
JAHIIOTY ( B JAHIIOTY
IUXaJIbHIX €H3UMIB) , SIKUI
JIOKAJI3yEThCSl Y MEMOpaHax
MITOXOHAPIH.



Meraboniya kapta Lukny Tpukapboxosux kuenor i 38830k LITK i3 uxanbHuM naHurom
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leo)!poua+a3 CymapHe piBHAHHA nepeTBopeHHd auetun-KoAy LITK:
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> ATO

k. m.g' X Auetnn-KoA + 2H,0 + 3HA[l+ + ®H + Al® + DALl ——
+ ™% _2C0, + KoA-SH + AT® + 3HAH(H*) + ®ATH,



BuBuibHEHa y pe3y/ibTaTl OKMUCHEHHs aneTuia-KoA eHepris B 3HaYHIM Mipi
30CEPEIKYEThCS B MakpoepriuHkux (ocdarnux 3B’ s3xkax ATD. 3 4 map
atomiB ['imporeny 3 mapu nepeHocstb HAJIH Ha cucrtemy TpaHcnopry
CJICKTPOHIB;, MPHU IbOMY Yy PO3PaXyHKy Ha KaXHY Iapy Y CHCTEMI
O10JIOTTYHOTO OKHCHEHHS YTBOPIOEThCS 3 Mojekyau ATD (B mporeci
CIIPSDKEHOTO OKMCHIOBAJIBLHOTO (hOC(OPUIIFOBAHHS ), a BChOT0, BIJMOBIIHO, 9
mosiekyn AT® . Onna mapa aromiB Bix PAJIH, morpamise B cucremy
TPAHCIIOPTY €JEeKTPOHIB uepe3 KoQ, B pe3ynbTaTi 4Oro yTBOPIOETHCS JIUIIIE
2 monekynmu AT®. B xomi 1uukiny Kpebca CHHTE3YEThCS TaKOXK OJIHA
monekyna I'T® (cyoctpatHe (dochopuiitoBaHHS), IO NPUPIBHIOETHCA H0
onHiel Mojiekyan AT®. OTxe, pyu OKMCHEHHI OJIHIET MOJIEKYIH aneTuia-KoA
B mukial Kpebca 1 cucTtemMi OKHCHIOBAIHLHOTO (POC(HOPUIIIOBAHHS MOXKE
yrBOpuTHCsS 12 Mmonexkyn ATO.

Manosar

Kosmnnexc 1l
~ DAL,

RS | FeS KapSoxcnn
) HS
CO
Armyvirmiipmns A CN

- K R ,,ll Kosnnexc IV l

Komnnexc | omnnexc i s = T

HAOH —-————-—{ DOMH_FeS —- Q .—.-{Ll,vn' b, FeS, Llnr c‘} LiseT © = O,

T [ Cu Cu

' ' L2

i
: AssoSapSuran : é H é
! : :
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AD +~ P ATD AL = P A<D +~ P ATD

Mecro conpsixernns 1 MecTo conpaxerns 2 MecrToconpsxennwald



Acetyl-CoA

3 ATP per NADH and 2 ATP per FADH,

(12 AT®)



Skmo mnigpaxyBaTH MOBHHUM EHEPreTUYHUNA €(EKT DIIKOJIITUYHOIO PO3LICTUICHHS
[IFOKO3H Ta HACTYITHOTO OKUCHEHHS JIBOX YTBOPEHHUX Mojiekyn mipysary mo CO, 1 H,O,
TO BiH BUSIBUTHCS 3HAYHO O1IBIINM.

SIk Gyno Bxe Bimmiueno, ogna monekyiaa HAJITH(H) (3 monekynu AT®) yTBOproeThCst
IPU OKUCHIOBAJILHOMY J€KapOOKCUITIOBaHHI TipyBaty B aneTuia-KoA. (12+3=15 AT® -
OTKe, OKUCHEHHsI MosieKynu mipyBaty 10 CO, 1 H,O nae 15 monekyn AT®).

[Ipu po3iiernyieHH] OJHIET MOJIEKYJIU [JIFOKO3W YTBOPIOIOTHCS 2 MOJICKYJIU IIpyBary, a
Ipu IXHbOMY OKHCHEHHI 0 2 MOjeKyn auetuia-KoA 1 B pe3ysbrari HacTYymHUX 2-0X
00epTiB LUKy TPUKApOOHOBUX KHUCIOT cuHTe3yeTbcs 30 mosiekya AT®. Jlo 1€l
KITBKOCTI HEeOOX11HO foaatd 2 MosiekyJaun AT®, sKi yTBOPIOKOTHCSA MPU a€pOOHOMY
[I1KOM131, 1 6 MoJiekyJ AT®, siki CUHTE3YIOThCA 3a PAXyHOK OKHUCHEHHS 2 MOJICKYJ
no3amiToxouapiansaoro HAJTH(H™), ski yTBOPIOIOTHCS IPH OKHCHEHHI 2 MOJIEKYII
rnepanbaeria-3-gocdary y AeriAporeHasHiil  peakimii  nmikom3y. Otmxe, mpu
PO3IIEIUIEHH] Y TKAHUHAX OJTHIET MOJIEKYJIM TJIFOKO3U 34 PIBHSIHHAM

CH,,0, + 60, — 6CO, + 6H,0

cunre3yerbesi 38 mogiekysn AT®. be3 cyMmMHIBY, B €HEPr€TUYHOMY CEHCI IOBHE
PO3IIETUIEHHS TIIOKO3U € €()EKTUBHIIINUM MPOIECOM, HIK aHAepOOHUH TJIIKOI3.



glucose

ATP| ABP
glucose-6-phosphate

fructose-6-phosphate
ATP|

ADP
fructose-1,6-bisphosphate

PGAL o= DHAP
SRR PR [N e Vo S S NP s VI AN NS 455 1 L DA

1,3-bisphosphoglycerate
ADP“L ,
3-phosphoglyéerate ,
2-phosphoglycerate
H,O
PEP
ADP
pyruvate

lipoyllysine

— oxidized
I lipoyllysine
=5

reduced
hipoyllysine

HS N\

CoA-SH

Acetyl-CoA



EHepreTHyHUM GanaHc NPy NOBHOMY OKMCHEHHI MIKO3M

MocniaoBHICT peakuin

BanaHc AT®

[Mikoni3: nepeTBOPEHHA MKKO3W ¥ nipyeat (y uuTosoni)

* ©OCHOPUNHOBAHHA TMIOKO3M;

« QocchopuniosaHHa pykTo30-6-hocary;

* JedcbochopunioBaHHA 2 Monekyn rniuepoin-3-docdary;

» JedocopunioBaHHa 2 Monekyn docdoeHonnipyeary;

* YmaopeHHA 2 Monekyn HAOH(H®) npu OKUCHEHHI 2 Monekyn
aniyepanseaid-3-chocchamy.

-1
-1
+2
+2

MepeTBOpEHHA NipyBaTy B auetun-KoA (y MiTOXoHAPIAX)
» YmeoperHa 2 monexkyn HALH(H*) 8 npoyec! OKUCHHRaNEH020
dekaploKCunoeaHKHa niysamy.

. UTK (y miToxoHapiax)

* YTBOPEHHA 2 Monekyn T i3 2 Monekyn CykUMHIn-KoA,;

* YmaopeHHa 6 Monekyn HAOH(H?) npu OKUCHeHH! 2 MONeKyn izoyumpamy,
a-Kemoanaymapamy i manamy;

* YmeoperHa 2 monexyn ®ALH, npu OKUCHEHH! 2 MONeKy CyXyuHamy.

IV. OkucHKOBansHe hochopunioBaHHA (Y MITOXOHAPIAX)

* B pesyneTati NepeTBopeHHA miko3u Ha |, Il Ta lll eTanax yTeOpHETLCA
10 monexyn HALH(H+), koxHa 3 AKX 4ac no 3 Monekynu ATO;

* 2 monekynu ©ALH,, wo yTeopunucs B LITK AaTb no 2 monekynu ATO KoxHa.

+30
+4

3aransHui Buxig AT® Ha 0aHY MONEKYNy rMIKO3W

38




EHepretuyHumn 6anaHc
NOBHOI0 OKUCHEHHS FMIOKO3WU

CYTOSOL MITCHONDRION

=)
Wsh uEtl?ect arg::)ss [6 NADH| |2 FADH,| ]7
membrane D}

GLYCOLYSIS S
2 7
cetyl TRANSPORT CHAIN
Glucose [ > Pyruvate Nowty) ‘ AND OXIDATIVE
PHOSPHORYLATION

|  +2ATP - 0 to about 2 ATP +2 ATP + about 34 ATP |
by substrate-level depending on shuttle by substrate-level by oxidative
phosphorylation that transports electrons phosphorylation phosphorylation

< from NADH in cytosol .

B 47

’ Abo
Maximum per glucose: 38 ATP

Copynght @ Pearson Education, Inc., publishing as Benjamin Cummings




HA/IH + H

JAMoken-
anetoHgochar

DATH

KoQ
2e

O,

HAL

\ / IuTosons
ITuronasMaruyeckas

e po-3-hochar-nermaporeHasa

e poi-3-
tpocdar

DAl

ATO

ATD

/

MurtoxoHapuaibHas

rauepon-3-docdar-nernapo-
/ICHEHH\ \

MUTOXOHLPHS

Lininepoadgocharnui
YOBHUKOBHMHN MEXaHI3M

[ToTpiOHO BIA3HAYUTH, IO YTBOPEHI Y pe3yJbTari
MEPETBOPEHHS Diinepanbaeria-3-gocdary 2
monekynu HAJIH B noganpiioMy npu OKUCHEHHI
MOXYTbh AaBatu He 6 moiiekyn AT®, a e 4.
CnpaBa y ToMy, 1110 caMi MOJIEKYJIA
nozamiToxoHapiansHoro HAJIH He 31atH1
MPOHUKATH Yepe3 MeMOpaHy B CEpEeAUHY
MITOXOHIp1. OHAK €JIEKTPOHHU, SIKI BOHU
TPAHCIIOPTYIOTh, MOXYTb JIOCSITHYTH
MITOXOH/IP1aJIbHOTO JIAHI[IOTA TPAHCIIOPTY
€JIEKTPOHIB 32 JJOIIOMOTOK0 TaK 3BAHOIO
repoadocdarHoro YOBHUKOBOTO MEXAHI3MY.
Huronimasmaruunnii HA/IH cmouarky pearye 3
HUTOIIA3MATHYHUM
aurigpokcuaneToHgocdarom, yrBoprooiu
manepos-3-gocdar. Peakiys katam3yeTbes
HA/I-3a71€2kH010 U TOIJIA3MATHYHOIO
mmnepos-3-gochar-geriaporeHasor:

AvrigpokcunauetoHdocdar + HAOH +
H* <=> Muuepon-3-cpocdar + HAL".



HAILH + 1 HAL
\ / Inrosons
IluronnasMarnyeckas
e poi-3-hocar-nernaporenasa
JAHoken- | Jiepolt-3-
anerongochar thocar
MutoxoHapHaIbHas
rauepon-3-doedar- nernapo-
IcHasa
MUTOXOHILPHS
®AILH DA
KoQ
2¢
e ATO
g AT®
O,

MiuepondgoccatHun
4YOBHUKOBUN MeXaHi3Mm

( y ckeneTHUX M’sisax Ta MO3KY)

YTBOpEHUN rriueporn-3-pocar nerko npOoHUKae
yepe3 MiTOXoHApianbHy MembpaHy. BcepeguHi
MITOXOHAPIT iHWa (MiTOXoHApianbHa) rniuepon-3-
docdart-gerigporeHasa (cdprnaBiHOBbLIN (hepPMEHT)

3HOBY OKUCHIOE rniuepon-3-pocdar Ao
aiokcnaueTtoHdocdary:
Muuepon-3-cpocdar + PAN <=>

HAiokcunaueTtoHdgocdar + PALH,,.

BinHoBneHHn  cnasonpoTeiH  (depmeHT-OALH,)
BBOAUTL Ha piBHi KoQ HabyTi HUM enekTpoHu Yy
naHutor 6ionoriYHOr0 OKUCHEHHSI | CMIPSXXEHOoro 3
HUM  OKMCHIOBarnbHOro  docopunioBaHus, a
aiokcuauetoHdocdaTr BUXoOAUTb i3 MITOXOHOPIN B
uMtonnasmMy i MOXe 3HOBY B3aemMogiatm 3
yutonnasmatndyHum HAOH + H*.

Taknm 4YnHOM, napa ernekTPOHIB 3 OOHIEl MONEeKynu
unTonnasmatnyHoro HAH + H*, gka BBoguTbCs y
anxanbHUn naHutor 3a A0MOMOroHo
rninepondgocdarHoro YOBHMKOBOIO MeEXaHi3amy, ae
He 3, a 2 ATO®.



Manar-acnaprtaTHa YOBHMKOBa cCUCTEMa Arisi NepeHocy
BiAHOBIIOO4YMNX eKBiBaneHTiB Big umto3onbHoro HA1H B
MiTOXOHApPiaNnbHUMN MaTPUKC.

Y KniTMHaxX neviHkn, HAPOK | cepusa gie 6inbw cknagHa manaT-acnapraTHa YOBHUKOBA
cucrema. [lia Takoro MexaHiamMy CTae MOXIMMBOK  3aBOSKA  MPUCYTHOCTI
ManargerigporeHasn Ta acnapratamiHOTpaHcdepasu 49K y UuTOo30SMi, Tak | Yy
MiToxoHAapisx. MNMokasaHo, wo Bia umtosnnsHoro HAH + H* BiaHOBMEHI ekBiBaneHTu
crnoyvaTKy 3a y4acTio doepMeHTa ManartgerigporeHasn nepeHOCATCHA Ha LMTO30MbHUI
okcanoauertar. B pesynsrati yTBOPHOETLCA Manart, KM 3a 4OMNOMOro CUCTEMU, L0
TpaHCNOpPTYye AUKApOOHOBI KUCNOTW, MNPOXOAUTb Yepe3 BHYTPIWHIO MeMbpaHy
MITOXOHAPIN Y MaTpuKc. TyT mManaT OKUCHIOETLCA [0 OKcanoaueTtarty, a MaTPUKCHUN
HAL® BigHoBntoeTbea Ao HAOH + H*, akun mMoxe Tenep nepepgaBatu CBOI
eNeKTPOHM Yy naHUor AuxanbHUX (epMeHTiB, WO pPO3MILEHUA Ha BHYTPILLHIN

MeMbpaHi MiToxoHapIN.

Y CBOK 4epry yTBOPEHWM OKcanoaueTtar 3a MPUCYTHOCTI rnytamaTty i doepmeHTa
AcAT (acnapTtatamiHOoTpaHcepasn) BCTynae Yy peakuito TpaHcaMiHyBaHHS.
YTBOPKOETLCA acnapar i a-KeTornyrapar 3a JONOMOrol creuianbHUX TPaHCNOPTHUX
CUCTEM 34aTHi NPOXOANTU Yeped MeMBpaHy MITOXOHAPIN.

Y umTo305i BOHM 3HOB 3a gonomorotd AcAT yTBOPHOKOTL OKCanoaueTar, WO CNoHyKae
Ao ail HoBun uukn. B winomy npouec MiCTUTbL NErko3BOPOTHI peakuil, BiabyBaeTbCs
6e3 3aTpaT eHeprii, «PyLWiAHOK CUNOoK» NOro € nocTiHe BigHoBneHHa HAL® y
LuuTo30ni rniuepaneaerio-3-gocdartom, SKUKU YTBOPIHOETLCA NPU KaTtaboni3ami rmoKo3u.

Otxe, sAKwWo dQyHKUIOHYE ManaTt-acnaptaTHUM MexaHi3Mm, TO B pe3ynbrarTi
NOBHOINO0 OKUCHEHUS OAHIEI MOSEKY N rMIKO3MU MOXe yTBOpUTUcA 38 Monekyn
ATO, a akwo ¢pyHKUioHye rriyepodoccpaTHumn watn - 36.



Manar-acnaptatHa YOBHMKOBaA cuctema AJisi nepeHocy
BiAHOBMIOO4YUX eKBiBaneHTIB Big unto3onbHoro HAIH B
MiTOXOHAPIaNnbHUN MATPUKC
( y KniTUHax Nne4viHKK, HAPOK Ta y cepueBOMy M ‘A3i)

BHyTpiLLHS
MiTOXOHApianbHa
membpaHa

v

[urozons

Manar
HAL
Maxare-
IMHIPOTEHA
HAJIH+ H

Marpuke
MHTOXOHAPHH

- Mazar

HAI'

Manarne-
THAPOTCHATA

HAJLH + 1/

JNMaHuror

OkcanoaueTar

OkcanoaueTar

TpaHcnopTy
eJIeKTPOHIB

Pg CayraMar == Layramar s

ACTIApTATAMIHO -

Tpancdepasa
pancdep /’ Acnaprar Jﬁ- Actaprar
a-Kerorayrapar <
W

AcniapraraMuno-
Tpancdepasa

a-Kerorayrapar



Reaction

Number of ATP or reduced
coenzymes directly formed

Number of ATP ultimately
formed*

Glucose glucose-6-phosphate

—_—>

-1 ATP

-1

Fructose-6-phosphate —— -1 ATP 1
fructose-1,6-bisphosphate -

2 Glyceraldehyde-3-phosphate  ~—— 2 NADH (FADHz) 6( 4)
2 1,3-bisphosphoglycerate

2 1,3-Bisphosphoglycerate ~——>» 2 ATP

2 3-phosphoglycerate

2 Phosphoenolpyruvate =~ ———p 2 pyruvate 2 ATP

2 Pyruvate —_— 2 acetyl-CoA 2 NADH

2 Isocitrate —* 2 a a-ketoglutarate | 2 NADH

2 a-Ketoglutarate ~ ——— 2 succinyl-CoA 2 NADH

2 Succinyl-CoA —> 2 succinate 2 ATP (or 2 GTP)
2 Succinate —_—> 2 fumarate 2 FADH2
2 Malate —_— 2 oxaloacetate 2 NADH

Total (3 ATP per NADH and 2 ATP per FADH,)

8 (36)




Okpim eHepreTu4vHol dyHKUil, UTK nputamaHHi
iHTerpaTuBHa, amdidoniyHa | rigporeHreHepyroya

doyHKUIT:

« 1) iHTerpatTuBHa nonsarae BTOMYy, wWo UTK e cBoepigHmum  mMeTaboniyHmm
«KONEKTOPOMY», Akun ob’eHYye LWNsAXU KaTaboniamy ByrneBsoais, ninigis ta Oinkis;

« 2) amdiboniyHa oO0’egHye: KaTaboniyHy, 3B'A3aHy 3 po3nagoM auertary,
N aHaboniyHy, ockifibkn cybctpatn L TK BUKOpUCTOBYIOTL i AN CUHTE3Y  iHLUKX
pedoBMH. Tak, LWaBrneBoouUTOBa KuUcnoTa (okcaroauertar) HeobxigHa Ons CUHTesy
acrnapariHoBol KMWCNOTW Ta [MKO3KN, O-KeTornytaposa — [flyTaMiHOBOI KWUCNOTH,
OypLuTUHOBA (CyKUMHAT) — AN CUHTE3Y remy;

« 3) ripporeHreHepyrwia — LITK € ocHoBHUM  reHepatopom  [igporeny
ONA AuXanbHOro nadHulra, npuyoMmy npouecamm, SKi «KUBNATb» LUKN 3annKamu
OLTOBOI KUCIOTU Ta IHWMMMN MPOMIDKHUMM NpoayKTamu nopsag 3 oOMiHOM BYrneBoAiB €
TakoXX OOMiH ninigiB Ta aMmiHOKMUCIOT.



[MpomixkHi npoayktn LITK npncyTHI y MITOXOHAPIAX B HE3HAYHUX KiNbKOCTAX.

[Mpn oOKMcHeHHi aueTun-KoA BOHM pereHepyrTbCs, a aHaboniyHi npouecu
LUBWUAOKO BUCHAXYOTb NMYJST AeAKUX NPOMDPKHUX NPOaYKTIB UMKY. TOMY IXHiN 3anac
MOCTIMHO TMOMOBHIOETLCA 3a pPaxyHOK MeTabonitiB, SKi HagxoasaTb 3 iHLWMKX
opkepen. depmMeHTaTMBHI NpoLEcH, LWO MOMOBHIOKWTL 3anac MNPOMIKHUX
NPOAYKTIB LNKNY, HAa3MBaKOTbLCA aHaNNepPoTUYHUMU peaKkLisMu.

Table 15-3 Anaplerotic reactions

Reaction Tissue(sVorganism(s)

pyruvate carboxylnse

Pyruvate + HCO3; + ATP =

oxaloacetate + ADP + P, Liver, kidney

PEP carboxykinase

Phosphoenolpyruvate + CO; + GDP = oxaloacetate + GTP Heart, skeletal muscle

PEP carboxylase

Phosphoenolpyruvate + HCO; < ~ oxaloacetate + P, Higher plants, yeast, bacteria

malic enzyme

Pyruvate + HCO; + NAD(P)H : - malate + NAD(P)* Widely distributed in

eukaryotes and prokaryotes




AHannepoTu4Hi peakuil

AHaNNepoTHYHI peakuil - peakuil KNiTMHHOro metaboniamy, Lo NigBuLLYIOTb
KOHLEeHTpaUito cybcTpaTiB TpMKapboHOBOro LMKy, YTBOPHOKOYK iX 3 iHTepMeaiaTiB
IHLWMX MeTabonivuHUX WNAXiB (30Kpema, aMiHOKUCNOT, NipyBaTy). AKTUBYIOYM
LUTK, aHannepoTu4Hi peakuii CnpuaOTb NOCUNEHHIO iIHTEHCUBHOCTI
KaTaboniyHuX npoueciB B OpraHiami.

YTBOpeHHs cybcTpaTiB LITK B aHannepoTuyHmnX peakuisax:

1. NepeTBOpPEHHA aMiHOKUCIOT Ha AUKapOoHOBI Kucnotu - cyocrpartu LUTK:
- YTBOPEHHS O-KeTornytapary B peakuisix TpaHCaMiHyBaHHS;

- YTBOPEHHS OKcarnoaueTaTy B peakuisx TpaHCaMiHyBaHHS;

- YTBOPEHHS O -KETOrnytapary B rmyTamMartgerigporeHasHin peakuit;

- YTBOPEHHSA CYKUUHIN-KOA 3 i3onenunHy, BaniHy, METIOHIHY, TPEOHIHY.



AHannepoTu4Hi peakuil

e 2. YTBOpPEHHSA OoKcanoaueTaTy 3 nipyBaTy B nipyBaTkapOoKcunasHiun
peakuii:

Mipyeat + CO,+ AT® <=> Okcanoauetat + AP + OH

KothepmeHTOoM nipyBaTkapbokcunasum € 6iotuH (BitamiH H), akuin y xoai peakuil

obopotHo akuentye CO,, ytBoptotoun N-kapOOoKCHUBIOTHH.

[MipyBaTkapbokcunasa — anoctepuyHnUm PepmMeHT, NO3UTUBHUM MOAYNSTOPOM
skoro € auetun-KoA. 3a yMoB HM3bLKOI BHYTPILLHbOKITITUHHOT KOHLEHTpaUl
aueTnn-KoA akTuBHICTb (pepMeHTY i, BigNoBiAHO, LWBUAKICTb
nipyBaTkapbokcunasHol peakuii HU3bki. HakonnyeHHs auetnn-KoA, wo

crnocTepiraeTbCsa NPy akTueauil kKataboniyHnx NpoueciB, CTUMYIIOE Yepes
YTBOPEHHSA OKcanoauetarty iHTeHCUBHICTb LITK i akTUBHICTb OKUCINEHHA NOro

ronoBHOro cybcrtpaty - auetun-KoA. YTBOpeHHA oKcanoaueTaTy 3 nipyBarty
nig aiero nipyBatkapOboKcunasm € HanBaXNUBILLOK aHaNNepoTUYHOK
peakuiero B KfniTUHaX NeYviHKN Ta HUPOK.



AHannepoTu4Hi peakuil

3. YTBOpeHHSA oKkcanoaueTtaTy 3 (pocdoeHonnipyBaTty:

docdoeHonnipysat + CO, + [P <=> Okcanoauetat + ' T®

Peakuisi kaTanisyeTbcsa doocoeHonnipyBaTkapbokcukiHasor. Npu ubomy

BiAOyBaeTbLCA YTBOPEHHS MakpoepridHoro HykneoamatTpudocdaty ' T 3a
PaxyHOK pO3LEenSIEHHA BUCOKOEHEPTETUYHOIO 3B'A3KY B MOJSIEKYni
doochoeHonnipyBaTy - MeTaboniTy rnikosiay.
docoeHonnipyBaTkapboOKCUKIHA3Ha peakLisi € aHanIepPoOTUYHOK peakLieto
LITK, wo mae micue B miokapai Ta iHWNX M'A30BUX TKaHUHaX. Llga X
peakuis, 3a ymMoB 1I nepebiry y 3BOPOTHOMY HarnpsiMKy, BAKOPUCTOBYETLCS B
NpOLECI CUHTEZY IMHOKO3N.



Glucose

Phosphoenolpyruvate

(PEP)

Serine
Glyeine
Cysteine
Phenylalanine
Tyrosine
Tryptophan

Aspartate

AMdI0onivHI peakuil

/ Pyruvate

Fatty acids,
sterols

Acetyl-CoA

Glutamine

. .
Proline

Arginine

I

wp (Glutamate

|

Purines

Malate

Asparagine \
Pyrimidines \ Succinyl-CoA

Pyruvate

o-Ketoglutarate

Porphyrins,
heme

AmddiboniyHi peakuii - peakuii, Wo
3actocoByloTb cyoctpaTtu LUTK ans
YTBOpPEHHS iHTepmeaiaTiB, HeOOXiAHNX
AnA 6i0CUHTEeTUYHUX NpoueciB:

1) y poni amdiboniyHNX MOXyTb
BUCTYNaTU peakLii, obepHeHi Ao
PO3rnsHYyTUX BULLEe NepeTBOPEHb
aMiHOKUCIIOT - Yy LLbOMY BMNaaKy
ANKapOOHOBI KUCIOTH, LLIO YTBOPHOKOTbLCA
B LTK, ctumyniotoTb npouecu 6inkosoro
CUHTe3y;

2) BaXXNMBOIO peakLi€elo CUHTE3Y IMOKO3U
(rmroKkoHeoreHe3y) € yTBOpPEHHA

¢ocdoeHonnipyBaTy 3 oKcanoaueTtaTy Ta
TP, To6T0 hocchoeHonnipyBat-
KapOoOKCUKiHa3Ha peakuisi 3a yMOB i
nepebiry B HanpsiMKy, o6epHeHOMYy A0
PO3rnsiHyTOro BULLie aHanIepoTU4HoOro
npowuecy.



Acetyl-CoA

PEP
< BukopucTaHHs MeTaboniTis
pyruvate a P oo .
LTK B cuHTe3i pi3HOMaHITHUX
cnonyek.

€Oy

CuHTE3 3aMiHUMKNX
aMIHOKWUCIIOT , MMOKO3U
XUPHUX KUCIOT , rema .



Perynauia wseunakocTi peakuin LITK

Pyruvate
ATP, acetyl-CoA,
pyruvate NADH, fatty acids

complex Ml @) AMP, CoA, NAD*, Ca®*

Acetyb CoA

®.\"ADH_ succinyl-CoA, citrate, ATP

@ADP

Oxaloacetate .
Isocitrate

ocitrate B D ATP
@ Ca2+, ADP

;l"L".' aAnt

NADH

a-Ketoglutarate
&2 succinyl-CoA, NADH

Sucginvl-CoA

GTP

ATP

MipyBaTaerigporeHasHUN
KOMMJIEeKC anocTepuyHo
IHFiOYyETbCA NPU BUCOKUX
3Ha4YeHHAX cniBBiAHOLWEHb
[ATP])/[ADP], [NADH]/[NAD"],
and [acetylCoA]/(CoA], koxHe 3
AKUX € O3HAKOK eHepreTu4yHo
agekBaTHOro metaborsni4yHoro
ctaHy. Konu ue cniBBigHOLWEHHSA
cnagae, Hactynae anocTepuyHo
3abe3neyeHa aKTuBauif
OKUCHEHHSA nipyBarTy.
LWeunakictb peakuyin LUTK moxe
OyTu nimiToBaHa A4OCTYNHICTIO
okcanoaueTtaTy i auetun-KoA
a6o BucHaxeHHsim nyny NAD*
npuv Uoro BiAHOBNEHHI, agxe
uen Kkohaktop noTpibeH ans
NPOXOAXKEHHSA aX TPbOX
peakuin. IHriyBaHHsA no
HeraTMBHOMY 3BOPOTHbOMY
TUNY MOXe 3AinCHIOBaTUCA
CYKUUHinom-CoA, uutpatom Ta
ATP Ha paHHix etanax UTK. Y »’
fi3ax 3MiHa KOHUeHTpauii Ca%+
Npu CKOPOY€eHHi NoB’si3aHa 3
BUKopuctaHHam ATP , a oTxe
TeX BNJSIMBAE Ha
eHeproreHepyrodi npouecu.



Perynsauia umkny TpmkapoboHoBuUX
KUCIOT

fonoBHMM i ocHoBHUM perynatopom LTK € okcanoaueraT, a TOuYHiwWwe noro
OOCTYMHICTb. HasiBHICTbL OKcarnoaueTtaTty 3anydae B LUTK auetnn-SKoA i 3anyckae npouec.

3a3Buyanm y KniTuHi € 6anaHc MK yTBOPeHHsM aueTun-SKoA (3 rmoKo3un, XXUPHUX KACNOT
abo aMiHOKWNCIIOT) i KiNbKICTHO oKkcasnoauertary. [>kepenom okcanoaderaTy
€ rMoKo3a (CMHTE3 3 NipyBaTy B aHanIepoTUYHIN peakLil )

COOH CcO> ATe AAPYP, COOH
=0 N _ c=o
(!JH3 CHo

Mupyeam-
xapboxcunasza COOH

MupyesaTr Buomurn OxcanoaueTar

Okcanoauetar HagxoauTb 3 (PPYKTOBUX KUCMOT camMoro uukny (s6ny4Hor,
NIMMOHHOI),  YTBOPHETLCA 3 acnapariHoBoi  KMCFOTU B  peaynbrarTi
TpaHcaMiHyBaHHA.

[Mpuknagom CyTTEBOI poni oKcanoaueTaTty CryXXuUTb akTMBaLlisi CUHTE3Y KETOHOBMUX
TiN | KeToaumpos nrasmuv KpoBi MNpM HeOOCTaTHIM KINbKOCTI  OKcanoaueTtaTty B
neviHui. Takmm crtaH cCnocTepiraeTbCsl Npu LyKpoBoMmy Aaiabeti 1-ro Tuny(bpak
IHCYNiHY), NpX ronoAyBaHHi, ankorofisHOMY OTPYEHHI abo TpmBanomy disnyHOMY
HaBaHTaXEHHI.



3MiHa wBupgkocTi peakuin UTK i npuunHn
HAaKONMUYeHHSA KETOHOBUX TIiN 3a AeSAKUX CTaHIB

moko3a FMwokKo3a

XupHi kucnortun XupHi kucnortun

Y /
MipyBsar / MipyBsaT

: KeToHoBi
Auetun -KoA ««+=+ » KeToHosBi y ‘| AueTtun -KoA Tina
Tina ‘ ;
L ..‘
¥ eeeenerteneen, 5]
Okcanoauerat Okcanoauerar 'Ef"l
Peakuil unkny K Peakuil umkny )
TPUKapOOHOBMX . ' TPUKapOOHOBUX -
KMCNOT : KUCIOT i
Bpak rnokosn
. .l

s .
. o?
. »
......
.........

HopmanbHe npoTikaHHS
peakuin 6ionoriyHoro
OKUCHeHHSA Ta LITK

[TopyLIeHHA aHannNepoTUYHOI peakuil
| LITK.
AKTMBaLiA CUHTE3Y KETOHOBUX TSI



Perynsauia umkny TpukapoboHoBUx
KUCNOT

Takox gesiki doepmeHTV LUTK € yyTnnBummn oo anoctepuyHol perynsuii metabonitamu:

IHriGiTOopN AkTnBaropu

ATO®, uutpar, HALH,

LHutpaTtcuHTasa aumn-S-KoA

IsounTpaT-gerigporeHasa ATo, HAOH AMO, A1O

a-Ketornytapar-gerigporeHasa CykuuHin-S-KoA, HAOH uAM®
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Asotuctele |

OCHOBAHWA

HykneuHoBbie

AMUHOKMCNOTHI B-OKMCEHHe
FAMKONUS ; XUPHBIX KUCNOT
MupoeuHoOrpaaHas
KucnoTa

KMCNOThI

CykuuHun-KoA o-ketornyrapar
HAL-2H
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