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Jlexkuusa 1. Mera6oau3m. buokaranus. I'nukoans

MeTa00,1u3M

MeTa60143M — 3TO COBOKYIMHOCTh BCEX XMMHYECKUX IPOLIECCOB, MPOTEKAIOUINX B
OpraHu3Me.
e KaTadoJM3M — 3TO MpoLecc METabOINYECKOro pacraja CIOXKHBIX BEIIECTB Ha Oolee
MPOCTHIE
e aHa00JIM3M — 3TO MPoLEeCC OMOCUHTE3a CI0KHBIX BEILECTB U3 00JIee MPOCTHIX
OTH Z1Ba mpolecca pa3HOHANPABICHBI U B3anMOCBs3aHbl. Karabommsm mocrasiser B
aHa0OJM3M CTPOUTENIbHBIE OJIOKH U SHEPTUIo, KoTopas 3amacaercs B Buae AT (puc. 1.1).

CNOXHble BelyecTsa, Noayyaemble B BUAE NULLN
(6enkun, nonucaxapupapl, HyK1enHoBble KUCNOTbI, AMNKUABI...)

» sHeprusa (AT®)

npocTble BelecTsa
(amnHOKUCNOTbI, MOHOCaXapuAbl, MOHOHYKJ/IEOTUAbI,
JKUPHbIE KUCNOTbI...)

CTpouTe/ibHble 6n0KKn

2 w S 30 O 4 @ x
2 w S S 00N I O

nHTepmegnaTbl (2-4 atoma yrnepopga)

NN NN

€O,, H,0, NH;

Puc. 1.1. Cxema memaboausma

OTimunTeIbHBbIE 0COOCHHOCTH KUBBIX CYLIECTB:

1. Hanwvwe mocTosHCTBO TeHETHYECKON MHGMOpMAIIN

2. BocnpounsBoactso

3. MarpuuHblii CHHTE3 CIIOKHBIX OMOMOJIEKYH (IIPOLIECCHI PETUIMKAIIMH, TPAHCKPHUIIIIUH,
TPAHCISALUN)

4. OrpaHM4eHHOE KOJUYECTBO KJIACCOB COECIUHEHUN

5. OrpomHOe pazHOOOpa3rue MOJIEKYJI BHYTPH KJIACCOB

6. IlocTpoeHue CIOXHBIX MOJIEKYJ C pa3HBIMH CBOMCTBaMU IyTEM KOMOWHAIIMH
OTPaHUYCHHOTO HAOOpa MPOCTHIX CTPOUTEIBLHBIX OJIOKOB

7. llponBuHyTasi OpraHU3aIMsl CUCTEM

8. BbIcokne CKOpPOCTH XUMHMYECKMX peakuuil ((pepMeHTaTHBHBIM KaTaiu3, MOCKOJIbKY
MOJIABIIsfoIIee OOJNBIIMHCTBO IMPOIECCOB, MPOTEKAIONINX B OpraHU3Me, SBISIOTCS
(bepMeHTaTUBHBIMN)
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9. T'omeocTtaz (CIOCOOHOCTh OTKPBITOH CHCTEMBI COXPAHITH ITOCTOSHCTBO COCTaBa
BHYTPEHHEHN CpeJIbl)

10. KommaptmeHnTanu3amnus (OMOXMMHUYECKHE TMPOIECChl B KIIETKE JIOKAJIW30BaHBI B
ornpeAeNEéHHBIX OTceKax (KOMMapTMEHTax), OTACNEHHBIX APYT OT Apyra OMJIMMUIHON
MeMOpaHoii)

Buabsl MeTadoam3ma:

L] HGpBH‘-IHBIfI — 3TO OCHOBHBEIC HpOLIGCCBI, KOTOpBIe uayT HpaKTI/I‘IeCKI/I B HCU3MCHHOM
BHJIC BO BCEX OpraHM3Max H KJIETKaX ¢ JPEBHUX BpeMEH. OTO camble
«KpYMTHOTOHHA)KHBIE» U HanboJiee N3yYCHHBIE MPOIIECCHI.

L] BTOpH‘-IHBIﬁ — 3TO yHI/IKa.HBHBIe OUYCHb BAaXKHBIC HpOI_IGCCBI, KOTOpBIe H€O6XOI[I/IMBI JUUIA
KU3HEIESITSIIbHOCTH KOHKPETHOTO OpraHru3Ma

®  IOJXYTOPHBIN» — HAIIPUMEP, IIPOLIECCH] CUHTE3a U PACIIECIUICHUS AMUHOKHUCIIOT OYEHb
MO-pa3HOMY TIPOTEKAIOT B  PA3IMYHBIX OpraHu3Max. bojblioe KOJUYECTBO
AMUHOKHCIIOT W pa3nuue MyTed CBUICTEIBCTBYIOT O TOM, YTO OTO YKE HE
MepBUYHBIN MeTaboau3M. TeM He MeHee, TPOAYKTHI TaHHBIX METAa0OIUYECKUX MyTeH
BAKHBI JUISI BCEX JKMUBBIX OpraHu3mMoB Ha 3emuie. Emé oauH npumep — CHUHTE3
Butamuna C.

Oco0eHHOCTH MeTa00IU3MA:

o BKJIFOHYACT B CGG}I OFpOMHOG KOJINYECTBO B3AUMOCBA3aHHBIX XUMHWYCCKUX peaKHHﬁ

e B MeTaboJIM3Me TPAKTHYECKH HET KOHEUHBIX TPOAYKTOB. Jlaxke KHUCIOPOS,
YIJIGKUCIBIA Ta3 W BOJIa MOTYT SIBIIATHCS MPOJIYKTaMH WM CyOcTpaTaMu peakiui,
MPOTEKAIOIINX B OPraHU3Me

® CCTh MHOXCCTBO HYTGfI; OCHOBHBIC ACTAJIBHO U3Yy4YCHDBI

buokaraaus

AbcomoTHOe OOJIBIIMHCTBO METa0OTMUECKUX IIPOLIECCOB SABIIAIOTCS
OnokaranmuTH4YeCKUMH. VX CKOpPOCTH OMpeAernsieTcsi CKOPOCThI0 (DEPMEHTATUBHON peaKiuu,
KOTOpasi B CBOIO OYepe/b MOABEPraeTcsi OUY€Hb TOHKOW peryisiiuu. ITO 0COOEHHOCTh BCEX
MPOLIECCOB, MPOTEKAIOIIUX B XUBOM Marepuu. OpraHuU3Mbl MOCTPOEHBI OYEHb 3KOHOMHO,
SHEPrusi He pacXOyeTcs BITCTYIO.

CKOpoOCTb peakIui MOXHO PEryJIMpPOBaTh, U3MEHSA CIIEIyIOIINe apaMeTphl:
1. xoHueHTpanus pepMeHTa

® TPAHCKPHIIHS COOTBETCTBYIOIIMX T'€HOB C HCIIOJIb30BAHHEM TPAHCKPHUIIIMOHHBIX

bakTopoB

® COOTHONICHHE CKOpOCTeW TpaHckpumnuuu | nerpaganuu MPHK (momaBnenume

aktuBHOCTH PHKa3sr)

e MPHK Tpancnsamus Ha pubocomax

® COOTHOIICHHE CKOPOCTEH TPAHCIAIMK U OMOoAeTpaaaiy OeJIKOB
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/IHI/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

e XxpaHeHHe (PEpPMEHTOB B KIETOYHBIX opraHeiiax (memo), Hanpumep, B DIIP, raoe
UAET TOCTTPAHCISAIMOHHAS MOIU(UKAITUS
e XpaHEHHE B JIeNo Npo-PpepMEeHTOB
2. KOHIIeHTpaIius cyOcTpaTa (IIOCTaBKa BEIIECTB M0 TPAJAUEHTY U MIPOTUB TPAIUCHTA)
3. KaranuTudeckas akTUBHOCTH (pepMeHTa (aKTUBATOPBI 1 MHTUOUTOPHI (PEPMEHTOB)

Perynauus KaTaquTUYeCKOH aKTUBHOCTH MOXET TPOUCXOIUTh 10 MEXaHU3MY
oOparHoii cBs3u. CyTh 3aKioyaeTcs B TOM, YTO HEMOCPEICTBEHHBIM IMPOIYKT
(bepMEeHTaTUBHON peakluy WK MPOAYKT MOCIEAYIOUINX PEeaKINil HaKalIuBaeTcsl B U30bITKE
U BBICTYNAaeT HWHTHOUTOpOM (¢epMEeHTa, KOTOPBIM KaTaIU3UPYeT JNaHHYI pPEaKIuIo.
Hamnpumep, npu raukonuse oopazyercs nepen30ostok ATD, B pe3ynbrare 4ero BEIKIIOYACTCS
NyTh TMOJY4YeHHs] SHEPTUU W BKIIOYaeTcsl MyTh €€ 3amacaHus. Yamie OJOKOM BBICTYIAeT
HETOCPEACTBEHHBIH MPOAYKT WM NMPOAYKT cienyromeil craguu. [[ng srtoro y ¢epMeHTOB
€CTb LIEHTPHI CBA3bIBAHMUS.

@depMeHTHI B paBHOM Mepe YCKOPSIOT MPSAMYIO U OOpaTHYIO pPEakLuio, HO HE BIUSIOT
Ha ToJIOKeHUs! paBHOBecusi. Korya Bce craaun oOpaTuMo KaTalnu3upylOTCs OJHUMH U TeMHU
xKe (epMeHTaMu, HEBO3MOXXHO YCKOPHTh KaTaOOJIMYECKHH TMyTh WM 3aTOPMO3UTH
aHabonmnuecknii. nmu oba yckopsiercsi, uin o0a 3aMemsisioTCs, a 3TO HepaluoHaidbHO. B
JAHHOM IIPOLIECCe MOKET OBITh CKOJIBKO YIOJHO OJIMHAKOBBIX CTaJUil, HO KaK MUHUMYM OJIHa
JOJKHA MATH MO JAPYyroMy MyTH M KaTalu3upoBaThecs ApyruM (epmentom. B ciydae
JIMKOJIM3a M TJIOKOHeoreHe3a Takmx crtaaumit 3 (u3 10). Ob6a st mporecca HAYT C
CyMMapHbIM yMeHbllIeHneM AQG.

AJiocTepuyecKasi peryasiiMsi — 3TO peryisiuus (epMeHTa MyTEM CBS3BIBAHHS
3pPEeKTOPHON MOJEKyJdsl B caiiTe, OTIMYHOM OT AaKTUBHOTO caiTa (QepMeHTa.
[IpucoenuHeHne K aIOCTEPUYECKOMY IIEHTPY AaKTHBAaTOpa WIM HHTHOUTOpa W3MEHSET
KOH(pOpMaIHIO MOJIEKYJIbl pepMEHTa U, COOTBETCTBEHHO, KOH(UTYpaIHI0 aKTUBHOTO LIEHTPA.
OTO MPUBOJIUT K U3MEHEHUIO CPOJCTBA (pepMeHTa K CyOCTpaTy U BBI3BIBAET MOBBIIICHUE WU
MOHI)KEHUE aKTUBHOCTU (hepMeHTa:

Allosteric Inhibition Allosteric Activation
Enzyme 1 Enzyme 2
Active Allosteric
site site Altered
\Q active site \‘%
Inhibitor Activator

Substrate Substrate

& |

Altered active site Active site
PMC. ]2 A]ZﬂOCmepulleC'Ka}l pecSyiaAayusl aKkmueHocmu gbepﬂxteHma
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/U_H/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

buoxuMmu4yeckoe abIXaHHue

Buoxumuyeckoe AbIXaHMEe — 3TO OKHCJICHHE OPraHWYECKOrO TOIUIMBA 32 CYET
KHCJIOPO/a BO3AyXa.

Kpyrosopor yriepoaa

ITo cnocobnocTn QukcupoBath yriaepon (puc. 1.3) opraHus3mbl JAenATCS Ha
aBTOoTpo(poB (pacTeHms, OakTepuu, NHAHOOAKTEpUU) H TeTepoTpo(oB (KHMBOTHHIC).
ABTOTpOdBI, B OTIIMYKE OT rerepoTpodoB, cmocodHsl k dotocuaTesy. U3 CO2 u H,O onu
CHOCOOHBI TPOHM3BOJIUTH OpraHuyeckre MoJeKyibl. IloGouHbIl mpouecc — oOpa3zoBaHue
Kuciopoja. JIBrxKyInas cuina — CONHEUHbIN cBeT. Iloenas pacTeHus WM Ipyrux >KMBOTHBIX,
reTepoTpodsl MOIYYAIOT YIJIEpOd M3 OPraHUYECKUX BEHIECTB NYTEM HX OKHCICHHS

hv\’
vy

asToTPOGLI retepotpodbl
A A

KHCIIOPOIOM.

CO; ———
HO0 +——

Puc. 1.3. Kpyeosopom yenepooa 6 buocghepe

B kauectBe OTHpaBHOW TOYKM BO3BMEM IUIFOKO3y. PaccMOTpUM mOpoCTEMIIYHO HE
depmentatuBnyio peakimio: CeHi1206 + 602 — 6CO2 +6H20 + Q. UroObl €€ 3amycTHTb,
HEOO0XO0IUMO MIPEOI0NIETh SHEPTUIO AKTHBAIIHH.

Cf)H 1 Zoﬁ
I ATP i l
2CH;-C(0)-COO

CoA-SH 20,

2CH;-C(0)-SCoA

[ukn
Kpetca

4C0,
NADH (FADH,)

3(ADP+P)) i
c

) l G T
3ATP !

1 120, + 26+ 2H — H.0

Puc. 1.4. Cxema buoxumuuecko2o Ovblxarusl
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/U_H/IH AHEKCAH,HP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

B opranusme npotekaet TOT K€ MPOLECC, TOJIBKO ropas3io cioxkHee. OH IPOUCXOAUT
IPYTUMH IyTSMH U ¢ yyacTueM gepMeHToB. [Ipoiiece anTenbHbIN, 0JJHAKO 3TO MO3BOJISET HE
MOTEPSATh SHEPIHIO, a OONBIIYI0 YacTh 3amactu B Buae AT®. 1 monekyina NADH moxer nathb
MakcuMmyM 2,5 sxBuBasieHTa AT®, a FADH, — 1,5 AT®.

buoxumuueckoe nbIxaHue IpoucxoauT B 3 aramna (puc. 1.4):

e IMKONU3 (TIOJTOTOBUTENBHBIN ITAll, OKUCICHHE elI¢ He HA4aIoCh)
e 1k Kpe6ca (unu L{TK — riukin TpukapOOHOBBIX KHCIIOT)
® JJeKTpOH-TpaHcmopTHas 1ens (D TLI)

BBICOKO:)HCPFCTH‘IGCKHC COCIMHECHUA

1 monekyna NADH moxer marb makcumyMm 2,5 skBuBaieHta ATP, a FADH, —
1,5ATP. AT® necér cymmapHbIi 3apsan 4 1 UMEeT JABE MaKpOIPTrUUYecKux cBs3u (puc. 1.5).
[TomuMo 3TOTO K BBICOKO?HEpreTudeckuM coenuHeHussM otHocsat GTP, CTP, UTP, s¢dupst

CoA,  kpeatun-pocdar, a  TaKKe  IPOMEKYTOUHBIE  MPOAYKTHI  TJIMKOIIM3A:
docpormuuepoundocpar ®GP® u pocpoenonmmupysar ®EPvt (B = -POs%).
s
MaKp03prV|"|eCKMe CBA3K C
o8
CH
iy v 1 .
HO—PpP~ O—I‘D ~ O—IID AneHuH

OH OH OH

Tpu ocTaTka pocchOpHOM KUCHOThI

Pubosa
rmaponus AT®:
ATP* + H,0 S ADP* + P2 + H'+Q
AGY =-7,3 kkan/monb

Puc. 1.5. Cmpoenue monexynor ATD

ATP
NAD(P)H
NADH,
NAD n

AH, A R=H NAD"

R=PO{" NADP

Puc. 1.6. Cmpoenue monexyn NADH u NAD(P)H
11
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/U_H/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

B opranusme 4acTo mpoucxoIaT OKHUCIUTEIbHO-BOCCTaHOBUTENbHBIC peakiuu (OBP),
Katajauupyemble hepmMeHTOM OKcuaopenykrazoil. EcTe 2 6a30BbIX THIA OKHUCIUTEIBHBIX
MPOLIECCOB: OKCUI€HA3HBIM (BKJIIOUAETCS OJUH MJIM HECKOJIBKO aTOMOB KHCIOpOAa) U
JerUApOTeHa3HbIN (yXOoaaT 2 aToMa Bogopoaa). Ha puc. 1.6 mpeacraBieHa aeruaporeHastas
peakis Boccranosienuss NAD™ 1o NADH, B xotopoit AH» otnaér Ha, B pesyibrare uero
NOJy4YaeTcsl JACTHAPUPOBAHHBIM OpraHuueckuii cyocrpar A. Peakmus oOblYHO oOparuma.
NADP cnenunanuszupyercs o anaboiamyeckum mpoueccaM, a NAD — 1o kaTabomu4ecKuM.

Huxorunamup siBiasgeTcs BuTaMuHoM PP, a HUKOTHMHOBas KMCIOTa — 3TO BUTaMHH B3.

Kodepmentbl wumeoT coOCTBeHHbI IeHTp mnocaaku. OHUM  cagircs Ha
(bepMEeHTaTUBHYIO TJIO0YIy, MpETepreBaloT HM3MEHEHHS, YXONAT U HILYT CONPSHKEHHBIN
nporecc. Kogakropbl mpoyHO CBs3aHBI ¢ KOHKPETHOW OEIKOBOW TI00YyJIOH, HAXOIATCS B
AKTHBHOM IIEHTPE U CaMU YUTH ¢ I100yibl He MOTYT. To ecTh Ko(hakTOphl MPOYHO CBSI3AHBI C
dbepmeHTOM, a KOPEPMEHTHI — HEIPOUIHO.

NAD u NADP - 310 kodepmentsl. FAD — 310 K0hakTop, mpousBogHOE pudodIaBuHa
(puc. 1.7). FAD npouno cBsizan ¢ OenkoBoi rioOynoit. NAD 3abupaer ruapui-aHuoH U
BbIOpaceiBaeT MpoToH B cpexay. FAD 3abupaer ob0a mporoHa u ob6a snextpoHa. Yaiie
ucnionb3yercss NAD. OH creuuanu3upyercss Ha OKHUCICHHUU-BOCCTAHOBJICHUU MOJSPHBIX
CBs3el (CUPTHI — abJCTHUJIBI/KETOHBI, aJbJeTUIbl — KapOOHOBBIE KHUCIOTHI), a FAD B
OCHOBHOM CIIELUATU3UPYETCs 10 HETOJSPHBIM CBSI3M (M3BSTHE BOAOpPOJa U 0Opa3oBaHUE
JIBOWHOM CBSI3M).

0 @ 0
HsC N H,C N |
N
H4C N N)ﬁo HaC N T)\\*o
(|3H2 | pubodnasun l{,, ®
(BuTamun B2)
o FADH
pubuTon H——0H 2
H——1—OH
¢ 8
0—P—0—P—0 A
g (I)_ 0 AH, + E-FAD = A + FADH,
R" OH OH
FAD

Puc. 1.7. Cmpoenue monexynvt FAD.

Kodepment A coctout n3 3-x 6mokos (puc. 1.8): ®-ADP, ocrartox BuTammHa B5

(MaHTOTEHOBOM KHCIOTHI) U OCTATOK -MEPKAaNTOATAHOJIAMHHA.
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KOHCIIEKT ITOJATOTOBJIEH CTYJIEHTAMM, HE ITPOXOIWJI
IMMPO® PEJAKTYPY U MOXET COAEPXXATbH OLIMBKH
CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

BUOXNMMUA
I'IAIWJIVH AJIEKCAHJIP KMPHUJIJIOBUY

NH>
0 O H CHH o o NN
| N R <’|)
OHCHsH O O ©
p. ~- o S — —
B*MEpKaﬂToaTBHO.ﬂaMMH NaHTOTEHOBAA KUCNOTa
(BMTamuH B5) o) OH
|
0=P—0
S O_ —
—
(®)- ADP
Puc. 1.8. Cmpoenue monexynvt kogpepmenma A
Ecim npomMerunupoBaTh T'yaHUJUWHOBYIO TPYINIIUPOBKY T'yaHHUJIMHALIETATa, TO

nonyuurtcs kpeatundocdat (puc. 1.9). Dto aeno sHeprum B Mblmnax. Kak Toiapko B KiIeTke
nagaet koHnuentpauus AT®, To B kauecTBe ucTouHuka Jyisi nonojHeHuss AT® ucnonb3yercs
kpeatundocdat (pocharnas rpynna nepenaéres ¢ kpearnna Ha AJ{D).

0]

I
O'—IID—”—%—N—CHZ—COO'

O ®NH,

Puc. 1.9. Cmpoenue kpeamungocama

Opranu3mbl AensTcs Ha a’dpoOOB U aHa’poOOB. A3poObl OOMUTAIOT B KHCIOPOIHOM
cpene. AHa’poOBI MOTYT JKUTh B OECKHUCIOPOAHOW cpenme. Y JIOACH TOXE MOTYT OBITh
aHa’poOHBIe Tporecchl. AHa’poObl ObIBaIOT (akynbTaTUBHBIE W oOnuratHeie. J[ns
OOJIMTAaTHBIX KHUCJIOPOJ SBISETCS SAOM (HEKOTOpBIC TIyOOKOBOAHBIC OPTraHU3MBI), IS
(bakyIbTaTUBHBIX — OTCYTCTBUE WM HAJTHUYKE KUCIOPOJa HEMPUHIIUITHAIBHO.

JKUBOTHBIE pa3NIMYAIOTCS MO CIOCOOHOCTH K aHadpoOHoMy rThukonusy. OH
XapakTepeH B cilydyae HeoOxomumocTH crnpuHtepckoro ycunus (100-200 meTpoB, pbIBOK
mranry). CriocoOHOCTh K KHUCIOPOAHOMY IepeBapuBaHHIO Bcex 3amacoB 10 COz u HoO —
SIBHBIM MpHU3HAK cTaiiepckux ycwiuid. Yem Oomnee Gemoe Msico y opraHusma, TeM 0Oosiee oH
3aBHCHUT OT aHA’POOHOr0 MIMKOJIU3a, a YeM 0oJiee KpacHOE MsICO, TeM OoJiblIasi 3aBUCUMOCTh
OT a’poOHOTO riauKonu3a. Hampumep, Kypuia wim KpOKOIAWI oOJagaroT OelbIM MSCOM M
CIIOCOOHBI JIMIIb Ha KOPOTKHE «CHPUHTEpCKHe» 3a0ern — UM TpeOyeTrcs OTAbIX IMOocie
HeOOJbIION Harpy3ku. Jlomane ke ©MeeT KpacHOe MSCO M CrocoOHa paborarh 6e3 ycTanu
JIOJIT0, TaK K€ KaK U MepeseTHbIe NTHUIIB (Y HUX TEMHOE U KECTKOE MSACO).

I'nmukoans

B  mpomecce MPOUCXOAUT  TOCIIeIOBaTEIbHOE  (DEPMEHTATUBHOE
pacHIeIUieHHE MOJICKYJIBI TJIOKO3BI C 0O0pa30BaHUEM JIBYX MOJICKYJT TPEXYTIIEPOTHOTO
coeMHEeHUsT TUpyBaTa. YacTh BBICBOOOXKIAIOMIEHCS B 3TOM IpoIlecce CBOOOIHOW SHEPTUHU

TJIMKOJIN3a
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/IHI/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

3anacaercs B Buse ATP u NADH. ['mukonu3 — npakTUYE€CKU YHUBEPCAIbHBIN [IEHTPATIbHbBIN
nyTh KaTabojlu3Ma TJIOKO3bl. B OONBIIMHCTBE KIETOK B 3TOM IIPOLIECCE MPOUCXOIUT
IpeBpalieHre OCHOBHBIX KOJIMYECTB YIIIEpOICOAEPKALIUX COSTUHEHUH.

Paciienyienne 1mecTHyrJiepoJHOM TIIIOKO3bI Ha [JBE MOJEKYJbl TPEXYTIEPOAHOTO
nupyBara MpelCTaBsieT coO00W mocienoBaTenbHOCTh U3 10 peakiuii, U3 KOTOPBIX NEPBHIE
[IATh HA3bIBAIOT MOATOTOBUTEIBHON CTaJUEN.

Ilepsrrii 3Tan (puc. 1.10):

1. TlepBast 3amyckoBas peakmusi HeoOpaThMma, TpaTUTCA | MakpoIpruyeckKas CBs3b.
I'moko3a (Glc) moasepraercst pocopunupoBanuio 3a c4ét AT® 1o mecToMy MOJIOKEHHIO.
DTO TOJIOKEHUE caMoe CBOOOJHOE M JOCTyIHOE, TyAa mepeHocutcs (ocdarnas rpymnma c
AT®. Dra peakius MpPOTEKAeT ¢ CHUIBHBIM IMaJICHUEM CBOOOJHOW >HEPruu. PerynsTopHbIM
dbepmentom El  sBrnsercs rekcokmHasza. O1o ¢depMeHT U3 ToAKjacca TpaHcdepas.
®ochopunupoBanre 3a CYET BBHICOKOIHEPTETUYECKOTO COCTUHEHUS HAa3bIBAETCS KHUHA3HOU
peaKuuei.

2. Ob6patuMas m30Mepu3alus: rmoko30-6-gocpar (Gle-6-P) mnpespamaercs Bo
dpykTo30-6-pochar  (Fru-6-@). ®epmentr E2 -  rmokozodocdaTuzomepasa
(docdorakonzomepasa).

3. Bropas 3amyckoBas peakiusi — TpaTutcs em€ oaHa moiekyna AT®. Ilomyudaercs
nBaxael  (ochopunupoBaHHOEe coenuHeHHe  (GpykTo30-1,6-6udochar  (Fru-1,6-BP).
budochar — nBe QocdaTHble rpynmsl B pa3HBIX YacTSIX MOJEKYJbl, nudochar — nase
docharnpie Tpynmel mompsa, kak B AJI®. Peakuus neoOpatuma. dDepment E3 —
pochodpykroxknnaza (PDK).

4. OOpatumasi peTpoaba0JbHas KOHACHCAIHS, B pe3yIbTaTe KOTOpoi pBETCs cBsa3b C-C
c oOpasoBaHMeM JByX NpOAyKToB:  auruapokcuaretondocpar (DHAP®) n
rmnepansaeruadochar (GAP). depment E4 — annaonasa.

5. B rnukonusze MOXeT UCHOJIB30BaThCS TOJBKO InLepainbaeruadocdar, HO OpraHu3M
HE MOJKET TepATh IMOJIOBUHY aTOMOB YIJIEpOJia, MOATOMY HAET aibJ0-KETO M30MEpHU3aLHs.
®epMmenT ES — Tpuo3opocparuszomepasa.

OH CH20®
CH,OH
CHO | CH.0® c o) DHA
H o ATP  ADP . 7G5 c=0  ATP é;fé s ©
H HO——H HO——H - CH20H
OH H == 4 OH HO H
E1 HTOH =g E3 H——OH
HO OH H OH H OH H OH \,, CHO
H OH CH»0 CH,O0®
2 ® CH20® CH20® ®
Gle Gle-6() Fru-6() Fru-1,6®®

Puc. 1.10. Ilepewiii sman enuxonusa

Ha »Tom 3akaHumBaeTcss mepBbIM ATall MHBECTUIMNA. Bioxuwnm 2 Makpospruyeckue
cB3n AT® u B pe3ynbrare MONYy4dWH 2 TPEXYTIEPOAHBIX (parMeHTa, aKTUBHPOBAHHBIX
¢dochaTHOl TPYIION.
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Btopas (Bo3BpaTHas) cTaaWs TAMKONIM3a (CTaaus «BBIIUIATHI  TIPOLICHTOBY)
COTPOBOXKAAETCS BHICBOOOKIEHUEM YHEPTHH.
Bropoii 3Tan (puc. 1.11):

6. Jlee Momekynsl Tnunepanbaeruadochara (GAP) moaseprarorcs OKHCIUTETBHO-
BOCCTAHOBUTEJIbHBIM peakuusM. KapOoHHMIIbHAs Tpymma OKHCISeTcs A0 KapOOKCUIBHOM,
NAD" no NADH wu mporona. Bxogur Heopranmueckuii (ocdar, B KayecTBe NPOAYyKTa
obpasyercs 7Ba skBHBaneHTa pochormuuepoundpochara (PGP) — cMemanHoro aHruapuaa
dochormuuepunoBoit 1 hochopHoil kucaoT. OH OTHOCUTCS K CBEPXBBICOKOIHEPT€TUUECKUM
coeauHeHusM. Peakius oOparuma. @epment E6 — raunepanbaeruadocparaerniporesasa
(CAD]] unu GA®DH).

7. I'mpponu3 NpUBOAUT K TOMY, 4TO U3 ABYX MosieKysl AJ[® nosydaercs 1Be MOJIEKYJIbI
AT®, a B KauecTBe OPraHMYECKOro mpoaykTa octaéres 3-pocdormuuepar (3-PG). Peakuus
obpatuma. ®epmenT E7 — ochornuneparkunasa.

8. Peakumsi BHYTPUMOJICKYJIApHOTO TiepeHoca (ochaTHOW TpPynmbel W3 TPETHETO
nonoxkenuss Bo BTopoe. M3 3-ocdormuuepara momyuaercs 2-hocdormumepar (2-BG).
Peakmus o6patuma. @epment ES — dochorauneparmyrasa. Peakuun ¢ mepeHOCOM TPYIITIBI
BHYTPU MOJEKYJbl Ha3bIBAIOTCSI MYTa3HbIMHU, @ C MEPEHOCOM TPYIIBI MEXAY IBYyMs
MOJIEKYJIaMH — TpaHC(Eepa3HbIMU (YaCTHBIE CIIydau PEaKIIUy U30MEPHU3AIIH ).

9. O6patumas geruaparanus. B pesynapTaTe MPOUCXOAWT TOTEPsS MOJEKYJIbI BOJBI,
nojy4yaercss eme OIHO CBEPXBBICOKOIHEPreTHYecKoe coenuHeHne — (ocdoeHomnupysar
(PEPvt). ®epment E9 — docdormuuepaTaernaparasa.

10. ®ocdarnas rpynma ¢ dochoenonmupysara nepeHocurcss Ha AJ[®D ¢ oOpa3zoBaHueM
AT® u nupygara (Pvt). ®epment E10 — nupyBaTKkuHasa.

Pi H'
NAD' NADH O App ATP O 0 HO 0 pp atp ~°
= =z _ _ ~ C\ _
CHO C\0® C\O C\O E9 Cl;\o i '0)
X2: H—{~OH LZ’ H-|-on H--OH == H--0® ‘A’ c-o® c=0
CH20® /6 CH.0® %7 CH,0®) E8  CH,OH D gHz E10 éHs
2
GA® nap® NADH ®G® app ATP 3-OGC 2-®G ®EPt Pyt
H

Puc. 1.11. Bmopoti sman enuxkoausa

Becr mponiece rimkonmsza HeoOpatuM. McxomHoe (Troko3a) U KOHEYHOE (MTUPYBAaT)
coequHeHusi He (ocdopunrpoBanbl. Bce mnpoMmexxyTodyHbIE COENMHEHHUs TJIMKOJIN3a
dbochopunupoBanbl. Ha stame «umHBecTuiuity tpatsatcs npe Mosiekyinbl AT®, a na srame
«TOJTY4YCHUs JTUBHUJICHIOB» BO3BpamaroTcs 4 Monekynbl. TakuMm o0pa3oMm, dHEpPreTHYeCcKuit
pe3yabTar riukonausa: +2 Monekyiasl ATO.
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
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Jlekuus 2. JHepreTuKa U peryjsauus rjaimKoJau3a

JHepreTuka rjimKoJau3a

1. IlepBas 3amyckoBas craaus, ucnosnb3yercs ATP, 3HaunTenbHOE NaeHUE YHEPTUU
Glc — Glc-6(®). AG = - 4 kxan/MoIb

2. Gle-6@® = Fru-6®. AG = +0,5 xxan/mMoib

3. Bropas 3amyckoBas craaus, ucnoib3yercs ATP, 3HaunTenpHOE NageHe SHeprun
Fru-6@® = Fru-1,6@®). AG = -3,5 kkay/Moib

4. O6paruMasi peTpoanbI0abHAs KOHACHCAIUS
Fru-1,6@® = GAP®. AG = +5 kxan/mMoib

5. DHA® = GAP®). AG = +1,5 kxain/mons

6. GAP =2 PGP. AG = +3,5 kka/MoIb
PaBHOBECHE CMEIIICHO B CTOPOHY OOpaTHOM peaKIuu

7. ®GP = 3-PG. AG = -4 xkKan/MoInb

8. 3-PG = 2-PG. AG = 0 kkajg/MoIb

9. 2-PG = PEPvt. AG = +0,5 KKaJ/MOJIb

10. PEPvt » Pvt. AG = -7 KKa1/MOIb

Jlo cramuun ®EPvt cymmapro AG = 0 kkan/monb (puc. 2.1). ocnenuss 10-1 cragus
JIeNIaeT BeCh MpoIlecc INIMKOIU3a HEOOpPaTUMbIM U OKOHYATEIbHO CMEIIAeT paBHOBECHE BCEX
peaKLHnii.

Poab dochopunupoBanus NpoMeKyTOYHbIX POIYKTOB

1. Ilpouecc rmukonu3a UAET B UTO30J€, U BCE, UYTO 00pa3yeTcsi B pe3ynbTare, TOXKE He
JOJI’KHO BBIXOJUTH 3a MPEAENbl KIETKH, MOCKOJIbKY IHEpPrus Heo0XoAuMa UMEHHO TaM, IJie
noméN mpouecc. 3apsyKeHHbIE COSIMHEHUSI TII0X0 MPOXOAAT Yepe3 MeMOpaHy, AJsl TIFOKO3bI
U TUpyBaTa €CTh ClelHUaIbHbIe NepeHocYrKu. [ Bcex GochopunupoBaHHBIX COeIUHEHUN
TaKUX MEPEHOCUYNKOB HET, UTO MO3BOJIAET OPraHU3My HE TPAaTHTh SHEPTHIO Ha UX yAEpiKaHUe
BHYTpH KJeTKH. Takum 00pazom, BCe MPOMEKYTOUHbIE TPOAYKTHI IITMKOIN3a JOKATU30BaHbI
TaMm, TJe OHU U TOJDKHBI OBITh.

2. ®octarHass Tpynmna OnpeneNEéHHBIM  00pa3oM  aKTHUBHPYET IMPOMEKYTOUYHBIE
COCIMHEHUS, YTO XOpOIIO, TaK Kak OHHM CTAHOBATCS HECKOJbKO Oojiee peakLlrnOHHO-
CIIOCOOHBIMHU.

3. Uepez docharHbie Tpynmbl IOHNOJHUTEIBHO OPraHU30BBIBAIOTCS HE BaJICHTHbBIE
B3aUMOJICHCTBUS. DTO CITOCOOCTBYET CHMIKEHUIO YHEPTETUIECKOTO Oaphepa PepMEeHTATHBHOM
peaxIu 3a CU€T CTaOMIN3AIMH IEPEXOIHOTO COCTOSHHUSL.

Kpome Toro, hocqopHIMpoBaHHbIe COEIHMHEHHs CYHIECTBYIOT B KoMIIekce ¢ Mg?",
BonbmmuHCTBO (epMEHTOB NPOSBIAIOT CHEIUPUYHOCTH HE K CyOcTparam, a K MX KOMILIEKCaM
¢ Mg*". Ilpenaparsl THna «KapauoMarsum MOMOTAIOT AEHCTBHIO CepAedHOi MbIbl. OHH
MOCTaBIsA0T Mg, YTOOBI TNTMKOIN3 MPOTEKaNl aKTUBHEE.
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
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ATP ¥\
Gle A'_.Glcﬁ@
4 +0,5¢T

Fru-6(P)
3,5/ ~ATP

ATP, NADH, umrpat ¢ AMP

Fru-1,6 P

AL

X2: GAQ@ —>DHA®

2-®G

BN
H,0 H,0

PEPvt

ATP, NADH, Ac-SCoA,
-7 CoA-3¢dM1pbl XKUPHBIX K-T J'AMP
ATP

CoASH
NADH, H' H,C SCoA —>» UTK
NAD"

H4C—CH,—OH

Puc. 2.1. Cxema enuxonusa
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/IHI/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

PerJIHTOpHBIe CTaaAuU IJIMKOJIN3a

PerynaropHsie cTaguu B OCHOBHOM He 00paTuMbl (puc. 2.1. BbIIEIEHO KPACHBIM):
e Glc — Glc-6(®
I'ekcoknHa3a MHTUOUPYETCS MPOTYKTOM PEaKIUU (Glc-6®), KOI'/Ia €ro KOHIEHTpaIus
BO3pACTaeT, YTO CBUIETEILCTBYET O €ro JalibHEHIIel HEHYKHOCTH.
e Fru-6(® = Fru-1,60P®
s stoit craguu 6nokamu sBisitoTest ATP, NADH, mutpar. Mouaslii MOy IsaTop
AMP
e (PEPvt — Pvt
s aroii craguu 6mokamu sBisioress ATP, NADH, Ac-SCoA, CoA-3¢upsl )XUPHBIX
kucaoT. Mouuselii Monynarop AMP
Bricokasi KOHIEHTpanus Jito00r0 BBICOKOTOIHEPTeTHUECKOTO0 COSAMHEHUS SBISETCS
MHAMKATOpaMH XOpOLUETO SHEPreTUYECKOI0 COCTOSIHMS KIETKH. Takue COequHEHUS
OJIOKMPYIOT TIPOIECC, BBICTyNass WHTHOMTOpaMHU COOTBeTCTBYHOmUX (epmentoB. Korma
BO3pacTaeT KoHueHTpamuss AM®, 3T0 o03Ha4yaeT, 4To B KJIETKE IUIOXOE€ SHEPreTUYeCcKOe
COCTOSTHUE, TI03TOMY HY>KHO MaKCUMaJIbHO CTUMYJIHPOBATh MPOIIECC Pa3I0KEHHS YIIIEBOIOB.

bpoxenue

OOpasyromuiics B pe3yibTaTe TJUKOIW3a MHPYBaT MpeTepreBaeT JaybHEHIne

IpeBpalleHusl 10 OJHOMY M3 TPEX OCHOBHBIX IMyTel kaTabonu3ma:
1. B xucnopoanoii cpene: Pvt — Ac-CoA — L[TK

VY a3poOHBIX OPraHU3MOB U B TKaHIX MPU a3pOOHBIX YCIOBUSAX INIMKOJIU3 — 3TO BCETO
JUIIb TepBas CTagusl I[OJIHOTO pacllelUIeHus TJoko3bl. [lpu okucieHuun mnupyBara
oOpa3zyeTcst arerorpynmna amneruikopepmenta A, a KapOOKCHUJIbHas Tpylna MupyBaTa
npespamtaercas B CO2. [lanee amerorpynmna nojaHocTbio okucigercs no COz B nukie
JMMOHHOM KHMCIIOTBI. DTHU MPOLIECCH] CONPOBOXKAAIOTCS IEPEHOCOM JIEKTPOHOB Ha MOJIEKYILY
Oz ¢ oOpazoBanuem H;O B MHUTOXOHIpHSX. DHEprusi, BBICBOOOXKIaeMas IpU IEpPEeHOCE
AIIEKTPOHOB, SBJISIETCS ABWXKYLIEH cuioil oOpa3oBanust ATP B MUTOXOHAPHSIX.

Bpo:xenune — 3To oOuuii TepMUH, 0003HAYAIOIINN aHAPOOHOE PA3IOKEHNE TITIOKO3BI
WIM JIPYTUX OpPraHMYeCKUX NHUTATEIbHBIX BEIIECTB C IEIbI0 BHICBOOOKICHUS JHEPIHH,
3amacaemoii B Bune ATP.

2. Mono4HOoKuCI0€ OpOXKEHHE — BOCCTAHOBJICHHE MHpyBaTa 0 aHWOHA MOJIOYHOM
KHCJIOTHI (JJaKTaTa).

[Ipu mHTEHCHBHOW paboOTe MBI B YCIOBUSX HENOCTAaTKa KUCIOpOJa (TMITOKCHS)
NADH He MoeT BHOBb npeBpainarbess B NAD', ognako NAD' kak akIenTop 3j1eKTpOHOB
HEOOXOaUM Il JallbHEHINero OKHCIEHUS TupyBaTa. B Takux YCIOBHUSX MHUpPYBaT
BOCCTAHABJIMBAETCA A0 Jakrara, npuHumas 3JekTpoHbl oT NADH, B pe3ynbrare uero
obpasyercas NAD', HeoOXOAMMBIN Ui NPOMOIDKEHUS TIIMKOIM3a. B peakiyu y4acTBYeT
dbepMeHT nakTaTAeruAporeHaza. HekoTopele THIBI KJIETOK M TKaHeW (Hampumep, KIETKU

18

XUMMHECKWIA »
DAKYNLTET

MY UMEHI

M.B.JOMOHOCOBA NEKUMM YYEHBX MTY

g/

"~


https://vk.com/teachinmsu

KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/U_H/IH AHEKCAH,HP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

CETYATKU U SPUTPOLUTHI) MPEBPALIAIOT TIIOKO3Y B JAKTaT JaXke B adpPOOHBIX YCIOBHSIX.
Kpome Toro, HeKOTOpbhle MUKPOOPTaHU3MbI Tak)Ke 00pa3yroT JaKTaT B IPOIECcCce IIINKOJIN3a B
aHa’POOHBIX YCIOBHSIX.

3. CniuproBoe OpokeHHe: peBpaiieHue nupysarta B 3TaHod 1 CO2 B HEKOTOPBIX TKaHIX
pacTeHuil, y ONpeAeseHHBIX BUIOB OECIIO3BOHOYHBIX, MPOCTEUIIMX W MHKPOOPTaHU3MOB
(HampuMep, Yy TEKapCKuX MApPOXOKeW) IMPH HENOCTaTKe KHUCIOpOoJa WM B aHAadPOOHBIX
YCIIOBUSX

HeokucnurenbHoe nekapOOKCHIMpOBaHHE MNUpyBara UAET ¢ 00pa3oBaHHEM
areTanb/Ieruaa, KOTOPBIN Mo JeiicTBUEM (hepMeHTa allKOTOJIbJeTHAPOTeHAa3bl IPEeBpaIlaeTcs
B 3TAHOJI.

['maBHBIN cMBICT 2 U 3 peakuuu ISl TPOKAPUOTUYECKUX OPTaHU3MOB, KOTOPBIE )KUBYT
3a cu€T OpOXKEHUS, 3aKJIIOYAETCS B TOM, YTOOBI 3alIMKJIUTh CUCTEMY U Jajbllle UCIOIb30BaTh
3Ty peakuuio (To ecTh mepepadaThiBaTh CIEAYIOLINE SKBUBAJICHTHI TIIOKO3bI). B pesynbrare
JaHHBIX peakuuii pereHepupyercss NAD', koTopblii HeoOXoauM s JaubHEHIIel
nepepaboTKU TIIFOKO3BI.

3amaya Ha MeXaHU3M PeTPOAJbA0JbHOI KOHIEHCAIIUN

YcnoBue: B TIIUKOJIN3 BXOAMT TIIFOK03a, MEYEHAs! TI0 TIEPBOMY aToOMy YIJIEpOa.
Bomnpoc: B kKakoM MOJI0KEHUN OHA OKAXKETCS IIPU MOJIOYHOKHUCIIOM OpOKEHHUH?
OTBeT: B METUIILHOM Ipynne

Pewenue: puc. 2.2.

x 1 CH20®
OH * CH20H x '
2 =
H on ATP  ADP, §G G0 ATP ADP ngéo@) " ’1 (?EHOOH DHA®
H H H - L
HO OH H——OH H—{~OH E3 HelOH ~gax aCHO
OH CH,0@) CH,0® 6CHR0®) HS C—OH GA®
|
Gle Gle-6® Fru-6®) Fru-1,60® © CH20@

Puc. 2.2. Pewenue 3a0auu

Paccmorpum mogpoOHee cTaauio peTpoanbIoJIbHON KOHACHCAMHU (4-10 CTaauio), Ha
kotopoit Fru-1,6@® pexerca Ha 18a 3-X yrmepofnbix ¢parmenta. O6pasyeTcs anbaery,
KOTOPBII U30MEpHU3YyeTCs B IULepaibaeru. M3omepusalust BO3SMOXKHA TOJIBKO MEXIy 2 U 3
aTOMOM yTJepoJia, MOTOMY YTO MEpBBIA 3akphIT (pocdarHoil rpynmoi. Takum obpazom,
skBUBajeHTHBIE aToMbl yraepoaa: C1=Cs C2=Cs C3=C4. MIMEeHHO MO3TOMY METKa OCTaHETCs
B METHJILHOM T'PYIIIIE.
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Jlekuus 3. Yaupurkanus ronausa. IITK

AJbTepHATHBHBIE CYOCTPATHI AJIA TJINKOJIM3a

I'mukonu3 wAET TpPaKTUYECKH BO BCEX KIETKaX OpraHm3Ma (cepiie, CKeleTHBIC
MBIIIIIIBI, TE€YEHb, TOJIOBHOM MO3r). DTO OYEHb KPYNMHOTOHHAXHBIM IyTh, B KOTOPOM
y4acTBYyeT MHOKeCTBO pepMeHTOB. OCHOBHOE TOIUIMBO — TUIt0K03a. Ho mpakTudecku mo0oi
MOXO0XXUH caxap MOXXET BOBJEKAaThCcs B 3TOT mporecc (puc. 3.1). M3 MonocaxapumaoB —
MaHHO3a, (PpyKTO3a M TrajiakTo3a, U3 JUcaxapuioB — MaibTO3a, JIaKTO3a, caxapos3a, W3
MOJIMCAaXapua0B — Kpaxmal, riukoreH. Eciau momamaercss OTIMYHBIA caxap, JUisl HETO HE
co31aéTcs OTIENbHOIO MYTH, €r0 MBITAIOTCS MOJOTHATh K CYIIECTBYIOLIEMY C IHOMOIIbIO
HOBOTO (hepMeHTa.

rAUKOoreH

rnuKkoreHdocpopunasa a rmukoreddocdopunasa b
(akT.) (HeakT)
ATP ¢oc¢)orn fOKOMyTa3a
¢y Glo-6(®) <——— Gle- 1) <. =—Gal

ATP

Fru reKCOKMHasa Fl'll-6®‘_ Man—6® =
d)pyKﬁszPaM' AT;P ATP €KCOKWMHA3a

o E1® Fru-1,6@®
GA

Tpmﬁ;{iaaa xz GA@ I DHA@

T NAD", Pi
K;NADH, H
®G®

e

3-0®G

M

2-®G

HZO ‘4 LHZO
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1. ManHno3a 3a cuét AT® mon neiictBueMm (epMeHTa TeKCOKHMHA3bl MPEBpaIlacTcs B
MaHHO030-6-pocdar, KoTopsIl Mo AeicTBHEM MaHHO30(oc(haTH30Mepas3bl MPEBpAIIACTCS BO
bpykT030-6-hocdar. Jlanee myTh TIIMKOIN3A TOT )K€, YTO U Y TIFOKO3HI.

2. ®pykTo3a 3a cuét ATD mox nericTBUEM TeKCOKHMHA3BI peBpamiaeTcs BO GpyKTo30-6-
docdar. DT0 OCHOBHOU MyTh ISl yTHIU3ANUU (PPYKTO3BI B CKEIETHBIX MBIIIIAX U MOYKax. B
nedeHu GppykTo3a TOYHO Tak ke 3a cuéT AT®D u pepmenTta GppyKTOKHHA3HI TPEBPAILACTCS BO
bpykro3o-1-pochar. lanee cpazy uaET perpoanbAoibHas KOHICHCAIMs — JEJICHUE Ha JBE
tpéxyrnepoaubie Monekyasl (DHA® u GA). GA 3a cuér ATD mnox aeiictBuem
TPHUO30KHMHA3bI TPEBPALIACTCS B GA®P. Jamee Uk naéT Tak Ke.

3. Tanakro3a cama mo cebe mosBisieTcss penko. OCHOBHOM €€ MCTOYHHUK — MOJIOKO
(;TakTO3a) W JKeNe/Aroapl (FalaKkTypoHOBas KHUCIOTa W3 TeKTHHOB). OcHOBHas mpoOiema
raJlakTo3bl B TOM, UYTO €€ XBOCT OTJIMYATCA OT TIIIOKO3bl, (PPYyKTO3bl U MaHHO3bI. Pa3zHuna B
YeTBEPTOM TMOJIOKEHHUH (TaJlakT03a — 3TO SMUMED TIIIOKO3BI M0 4-My aTOMY YIJIEPOJa).

Gal
ATP < |kunasa
Gal-1®
UDP-Glc Glc-1® —>» rnukonus
OH TpaHcdepasa

|
OH f\NH
H
OH H 0 0 N)ﬁo

H OH o o
uDP-ranakrosa

NAD+ OH OCH
, T anumepasa
NADH, H

OH

O=C OH H

O-uDP
H OH
NADH, H'
anMmepasa
NAD"
OH
H O H
H
OH H
HO O-uDP
H OH

Puc. 3.2. Bosneuenue canaxmosnl 6 npoyecc cauKoauza
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Ha mnepBoM »srane ranakro3a 3a cuér AT® mnox naeldcTBUEM TralaKTOKHHA3bl
npeBpamaercs B ranakrtosa-1-dpocdar. Ona BcTpeuaercs ¢ UDP-rimroko30i, MpoUCXOIUT
TpaHchepazHas peakuus: yXOAUT TI0K030-1-pocdar (uaér B rimmkonus), u ocraercs UDP-
ranakro3a. UDP-ranakro3a BcTymaer B peakuuio snuMepu3anuvv. C MOMOIIBIO OJHOIO
dbepMeHTa MyTEM OKMCICHUS-BOCCTAHOBICHHS Yepe3 JBE CTAJUU TPOM3BOJHOE TallaKTO3bI
mpeBpaliaeTcs B MPOW3BOAHOE  TIIOKO3bl. [ Mroko3o-1-docdar mom  aeiicTBUEM
docdormokomMyTazpl MmpeBpamaeTcs B TII0K03a-6-pocdar. Takum o00pa3om ramakTosa
BOBJIEKAETCS B Mpolecc rukonu3a (puc. 3.2).

4. Oaurocaxapuabl Ton jelicTBueM (GEpPMEHTOB (JlakTaza, MaibTasza, Lemioduasa,
caxapasza/WHBepTaza) pa3OuparoTcs J0 MOHOCAaXapuJOB — B OCHOBHOM JI0 TJIFOKO3HI,
(GPYKTO3BI U TAIaKTO3bl, KOTOPHIE BOBJIEKAIOTCS B TIIMKOJIU3 YK€ U3BECTHBIMH IMYTAMHU.

5. KpaxmaJg — 310 3anacHoi moyimcaxapua pactenuid. [Ipencrabnser co0oit moaumep u3
OCTAaTKOB TJIFOKO3bI, COEIMHEHHBIX 1,4 O-TTUKO3UMAHBIMU CBS3SIMU. COCTOUT M3 JTUHEHHOTO
KOMITOHEHTa — aMHUJIO3BI (€0 OOJIBIIE) U Pa3BETBIEHHOTO — AMUJIONIEKTHHA.

6. I'ImKoOreH — 3TO 3aracHOM MoJMcaxapuj KUBOTHBIX. B pacTUTENbHON KIIETKE MHOTO
MeCTa, M €CThb IJ€ XpaHUThb 3amachkl, a B >KMBOTHOW KIJIETKE MecTa Majio. OnTumym
COOTHOILIEHUH TUIOMAIN U 00beMa — 3To cdepa. A deMm OoJbllle pa3BEeTBICHUN, TeM OOJbIIe
CTpyKTypa moxoxa Ha map. [loaToMy TJIMKOreH MMeeT Topas3io OoJibllle BETBICHUM, YeM
aMUJIONEKTHH. B ka0 KJIeTKe ecTh INIMKOTeH B BHUJIE€ IApOOOpa3HBIX BKpAIJICHUH.

['mukoreH — 9TO pa3BETBIAEHHBIM TOMOMOIUMEP TIOKO3bI (puc. 3.3), B KOTOPOM
OCTAaTKU TJFOKO3bI coearHEHBI 0(1—4)-rIuko3uaHon CBs3blo. CBsI3W B TOYKAX BETBIICHHS
HaxonATcs B mosiokeHun o1—6) npumepno kaxzaoro 10-ro ocraTtka. ['nmkoreHn oGpariéx
HApYXKy HEPEIyIUPYIOIIMM KOHIIOM (TO €CTh YeTBEPTHIM aTOMOM YTIIEPOJa), PEAYIIUPYIOLINE
KOHIIBI 3aHATHI Ha oOpa3oBaHHe CBs3U. MHadye rmMkoreH ObUT OBl CIUIIKOM PEAKIMOHHO
CIOCOOHBIM, U B UTOT'€ 3aI1ac HE MOIYy4aJoCch Obl COXPAHUTb.

CH,OH CH,OH
O O
H H
@ K
OH H OH H /|
e —Q 0
‘\\ o- ] ‘()—F,"IHI\'O JMIHAA CBA3b
H OH H OHg
‘ o I—‘- INTUKO3HUJIHAA CBA3b
CH,OH CH,OH
(0]
H
H i H
e —0 OH H
H OH H OH H OH H OH

Puc. 3.3. Cmpykmypa enukozena

Korga nyxHa 3Heprus, K TJIIMKOTEHY MOAXOAWT (epMeHT ImkoreHdocdopunaza u
KaTaJIM3UPYET PEAKIUIO, B Pe3ysIbTaTe KOTOPOil 1Mo/ eiicTBHEM HeopraHudeckoro gocdara ¢
HEepeAyIUPYIOIIEro KOHIIAa OTHICTIISETCsS | OCTaTOK TIFOKO3BI B BUIE IUIIOK03a-1-¢pocdara, a
JlaHHAas 1IeTIh TJIMKOTeHa CTAaHOBHUTCS Ha 1 3BeHO Kopoye (puc. 3.4).
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CH,OH CH;OH CH,OH CH,0H
HPD ¥
09031*
Glycogen Glucose 1-phosphate Glycogen
(n residues) (n - 1 residues)

Puc. 3.4. Peakyus c yuacmuem pepmenma 2nuxozengocgopunasa

PeaKI_II/I}I I/II[éT B HCCKOJIBKO 3TaloB OO0 TCX IIOp, IMOKAa M3 TOYKWU BCTBJICHUSA HC
ocraHercss Bcero 4 ocTrarka TJIOKO3bl. 3areM 1moJ JaedcTBueM ¢epmeHTa 1,6-
TPAHCIIMKO3KM/Ia3a MPOUCXOIUT TEPEHOC 3-X OCTATKOB TIUIIOKO3bl HAa HEPEIyIHPYOIIHA
KOHEII, HaXOJSAIIMICS HENoJaléKy, a 4YeTBEPTHIA OCTATOK OTIPABISIETCS B MyTh B BHUJIE
rmoko3el  (puc.  3.5). Takum o0pa3om, oOpa3oBaBmIuiics TIOKO3a-1-docdar dyepes

hocdonroKoMyTa3y BOBIEKAETCS B TIIUKOJIN3.

TOYKM paboTbl
rnwKorEH¢ocd)opmna3b|

e

rnmoreHdaocd:opwnaza 1,6-TpaHcrnmko3maasa

/ \' «_/} ” +G.Ic

Gle-1®

Puc. 3.5. Cxema peaxyuu pacwennenus 2nuxozcena

I'mukxorendocdopunaza cymecTByeT B ABYX 0a30BbIX GopMax: MIHKOTeHpochopuiiaza
a (BBICOKOAKTUBHA), TuKoreHdochopmiaza b (modru He aKTUBHA).

o0 o0
Ser Ser

Jh\

rnnkoreHdochopmnasa a

2H0
docdarasa OH OH

i ‘ KuHa3a pocdopmnassl
dochpodochopunassl 2pi Ser Ser

KF\ 2 ATP

rnukoreHdochopmnasa b

Puc. 3.6. Pecynayus akmuenocmu enuxoceHgpocghopunasol

AKTHBaIusl IPOMCXOIUT, KOT/ia Hy>kHa >Heprus. Ilepexon u3 HeakTHBHOH (OpMBI B
aKTUBHYIO OCyHIeCTBIsIeTcsl yepe3 (ocopunupoBanue octaTkoB cepuHa 3a cuét ATD non
neiictBueM (Qepmenta kuHaza Qocpopmiaszpl. [Ipu HeoOX0AMMOCTH /1€aKTUBUPOBATH
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rukoreHpocdopunazy npuxoaut ¢epmeHT Qocdaraza dochodochopriiazel, KOTOPHITA
ruapoau3yeT ¢hochaTHbIE TPYNIBI C OCTATKOB CEPHUHA.

IMupyBaTaeruaporeHasHbiii KOMILJIEKC

[ukn TpukapOOHOBBIX KHUCIOT (MK JIMMOHHOW KHUCIOTHI, Uk Kpebca) B ogHUX
cllydasix BBICTYyNaeT Kak TONKa, a B JPYruX (HU3HOIOTMYECKHX YCIOBHSX — Kak
YHUBEPCaAIbHBIN NPUEMO-PA3JaTOUYHBI MaXOBHUK.

B mmukn KpeGca monagaeT AByXyTiIepoIHbIN (alleTHIIBHBIN) (PparMeHT, a Ha BBIXOJIE U3
[JIMKOJIM3a MOoJTydaeTcsl TpEXYriepoaHblil mupyBaT. To ecTh mUpyBaT AOJKEH MPEBPATUTHCS B
aneTuikodepMeHT A, U TOJIBKO B TAKOM BU/JE nonacTh B ki Kpebca.

Y pa3HbIX OpraHU3MOB MHPYBATAETHAPOTEHA3HbI KOMILJIEKC OpraHW30BaH IIO-
pa3HOMY, HO MIPOIIECCHI MTPOTEKAIOT Moxosxe. Ero monekymspuas macca 'y E.coli — 6,5 M/la.

ITupyBaTaeruaporeHasHbIi KOMILJIEKC BKIIIOYACT:

e 3 KaTaIUTUYECKUX (pepMeHTa:
El — nupyBarnerunporenasa
E2 — quruaponunonnanerunaTpaicdepasza
E3 — quruaponumnonnaeruaporenasa
e 2 nperymaTtopHbix ¢epmeHta (kuHaza U  ¢ocdaraza; HeakTHBHas (popma
dbochopunmrpoBanHasi, akTuBHas — aeochopunupoBaHHas)
e 5 xodpepmentos/kodpakropos: TPP, munoesas kucnora, CoA-SH, FAD, NAD"
Tuamunanupodocdhar — npousBogHoe Butamuaa Bl. Buramun B1 (Tnammn) coctout

U3 JIByX Kouell, cBs3aHHbiX CH2 MocTHKOM. DTO mepBBIii BUTAMUH, XUMHYECKas CTPYKTypa
KOTOpPOro ObLIa YCTaHOBIIEHA, BBISICHWUIOCH, YTO 3TO aMuH. «BuTaMuH — amMuH, Harouiuit
KU3HDBY.

Kodakropnas ¢opma — tHammanupodochar (puc. 3.7). Y TuamuHa ecThb
nupodocdaTHas cBsa3b ¢ pepMeHTOM uepe3 (ocdarasie Tpynmbel. OH 00gagaeT aHOMAIBHO
MOJIBUKHBIM BOJIOPO/IOM B THA30JbHOM KOJIBIIE 33 CUET PE30HAHCHBIX cTabuin3anuid. B atom
Mecte MoxkeT 00pa3oBbeiBaThes C-C cBsi3b. TPP yuacTByeT B pa3HOOOpa3HBIX peaKIusix, 4acTo
BCTPEUAETCs B peaKIMsIX AeKapOOKCUIMPOBAHUS.

NH,
NT X N

L2 ¢

HsC N" HsC

o-®@-0
Puc. 3.7. Tuamunnupogpocgpam (TPP)

JlumoeBas KMCa0Ta — 3TO KUCIOTa ¢ 8-10 aTOMaMu yriepojaa, coaepxamnias Mexay Ce

u Cg /1Be THOJIbHBIE TPYIIBI, COCIWHEHHBbIE BO BHYTpPEHHE-TUCYIb(GUIHBIA MocTHK. OHa
MOXKET OBITh Takke B JBYyX ¢opMax: IUTHIPOJIMIIOEBas KHUCIOTa (BOCCTaHOBJICHHBIN
TUCYTB(GUIHBIA MOCTHK) U alleTHIIAUTUIPOIUIIOEBas KUCIOTA.
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COO0 COO (|JOO

(|:H2 c|:H2 (|3Hz

(|3H2 C|2H2 CH,

b b b

b o L,

Hc|:—s HC|:—SH Ho——s— 4
(:3H2 CH;, |CH2 CHs
H,C——S H,C——SH H2(|;_SH
nunoesaa KMCNoTa anrnaponannoesan KMCNOTa aueTunngurnaponnunoesan KMCNoTa
Puc. 3.8.

JlunoeBasgs kucimora U €€ MNPOU3ZBOJHBIE OTHOCATCS K TIpYyIIE MOJIEKYISPHBIX
KPOHIITEHHOB. DTO JJIMHHBIE THOKHE TMOABUKHBIE MOJICKYJIBI. B mupyBaTaeruaporeHa3HomM
KOMILJIEKCE JINTIOEBAast KUCIOTAa aMUTHOM CBSI3BIO 3aIlCTUISICTCS 3a E-aMUHOTPYIIIY JTU3HWHA.

e 5 peakumii:

H CHy~CH- OH
C CcO C
+7 N 2 +Z N\
_ N~ S S
1) CHy;-C-COO" + E1-H,C” i» E1-HC S 77
0
CHy~CH-OH :
+//C AN +//C N
S S
2) E1-HC N 27+ Ez—g? —> E1-HC "~ 2+ E2—<§H
|
c-0
CH,

3) 2 + CoA-SH —>» E2 + CH;—C—S-CoA
) _/%}H T—Ig?H 3 5
\

CH, LTK

E2 E3-FAD E2 E3-FADH
4) LY B Ry B

5)  E3-FADH, + NAD'—» E3-FAD + NADH + H'

Puc. 3.9. Peakyuu 6 nupysamoezuopo2eHazHom KOMNIeKce
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KOHCIIEKT ITOJATOTOBJIEH CTYJIEHTAMM, HE ITPOXOIWJI

BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI
CJIAAIAH AJTEKCAHJIP KMPHJIIOBUY CJIEJIUTE 3A OBHOBJIEHMSAMH HA VK. COM/TEACHINMSU
1. TlupyBat BcTpewaercs ¢ depmenToM El, U3 KOTOPOTO TOPYHUT THA30JBHOE KOJBIIO

(TPP). Tuammanupodochar yudacTByeT B JACKapOOKCHIMPOBAHWUHU.  YJIeTaeT
kapOokcunbHas rpynna B Buge CO,. @epment El1 3arpykaercs rUIpOKCHITUIBLHBIM
OCTaTKOM.

[Momxomut depment E2, U3 KOTOPOTO TOPUMT JUIOEBas KHUCIOTa. B 3TOT MOMEHT
IIPOUCXOJUT OKHUCIIMTEIbHO-BOCCTAHOBUTENbHAS peakuus. E1 BoccranaBiauBaeTcs: B
UCXOJHOM BHJIE, TENEPh OH F'OTOB NPUHUMATh CIEAYIOLIYI0 MOJIEKYly nupysara. E2
nepexoauT B (GopMy S-alleTHIIUTUAPOIUNOEBOM KHUCIOTBl. C OTHOHW CTOPOHBI
KapOOHHMIIbHAST TPYINa OKHCIWIACh OO0 KapOOKCHIIBHOM, a C JApPYroil CTOPOHBI
BOCCTaHOBUJICA S-S MocCTUK 10 1BYyX SH-rpymm.

Ha depmente E2 ecth crienmanbHbIii caiT 1u1st mocaaku kopepmenta A. [Tpoucxoaut
THOJIU3 110 KapOOHMIBHOMY yriiepoay. B pesynbrare E2 octaércst B BOCCTaHOBIEHHOM
BUJIE U HE MOXET Jaiblie padoTarh. AnleTuakodpepMeHT A MOKUAAET Mpolecc U UAET
B LITK.

JlurnaponunoeBass  KUCIOTa  TEHNepb HE  MOXET IPUHHUMATh  CIELYIOIIee
THJIPOKCUATUIILHOE MPOU3BOAHOE. [/IBE MOCIeAyIONMe CTaIul HYKHbI, YTOObI BEPHYTh
JIMIIOEBYIO KHCIIOTY B UICXOJAHOE COCTOSIHUE.

E2 B BoccranomnenHout ¢opme BcTpeuaercs ¢ E3, u3z koroporo topunt FAD. B
pe3yabpTaTe peakIiuu pereHepupyercs npaBuiabHass (opma depmenta E2 (¢
nucynbGUIHBIM MOCTHKOM), a E3 mpeBparmmaercs B BoccTtaHoBiIeHHYIO dopmy FAD
(E3-FADH»). FAD — sTo kodakTop, oH MpodHO cBsizaH ¢ E3 u HE MOXKET MPOCTO Tak
yitn. Ho FAD 7nerko okuciser JHIOEBYHO KHUCIOTY, MpU 3TOM CaM
BOCCTAHABIINBAETC.

Ha ¢epmente E3 ecth otnensnoe mecto st nocaaku NAD. E3-FADH; Bctpeuaercs
¢ NAD". B pesynbrare E3 perenepupyercs B npaBuibHO# Gpopme, noydaercs NADH
uH'.

El\' h nvnoesasn
KMUCNOTa

Puc. 3.10. IlupysamoezuopoecenasHulii KOMNIEKC
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Lk TpUKapOOHOBBIX KUCJIOT

Urak, u3 nupysara 3a cuéT NAD' mosydaercs aneTuiakoGepMenT A, KOTOPBIA BXOIUT
B IIMKJI TPUKAapOOHOBBIX KUCIOT (1K KpeOca). Ha atoit craguu yneraer COs.

X2 CHyC1CO0

0
NAD"
CoA-SH NADH, H+ AKOHWTa3a aKoHWTasa
02 roer CH,=C0O’ H,0 CH,—CO0™ | H,0 CH,~COO0
CH,=C~SCoA e > HO- ¢-coo’ _._.\_L» C-Co0’ %- HC < cO0"
o) CH,—CcoO0  H0 CH-C0O HO-CH-COO
, ] H,0 e -
Cit YUC-aKOHWTaT i-Cit NAD
COO- Ako
é:o iCit DH
|
Ha
coo”
OA
MIt DH
(NADH, H )
NAD  coo”
|
CH-OH
CH2 bymapasa

H,0 }
| 2
Ccoo %\x coo” Ccoo”
CoA-SH ﬁ
| |
Ml s ﬁH E—FAD CH, DP H
2 —_ |
CI:H Succ DH (I:Hz CoA-SH GTPGDP C‘=O

coo CcC=0 S
[ Succ-CoA [
Fum coo CMHTeTa3a CoA

Succ

Succ-CoA

Puc. 3.11. [uxn mpukap6oHo8bIX KUCIOM

1. AuerunkodpepmeHT A BeTpedaercss ¢ 4-X YIIepoJHOM MOJIEKYJION OKcanoareraTa
(OA). B mpoTtonupoBaHHo#l popme 3TO ITuUKapOOHOBasi OKCAIOYKCYCHas KHUCJIOTa. JTH JiBa
COEMHEHUSI OObEIUHSIOTCA. YXOIUT KoPepMeHT A, MOJy4yaeTcss CUMMETpUYHAs MOJIeKyJia
nuTpaTa. OTO TPEXOCHOBHAs KapOOHOBAas KHUCJIOTA. DTa pEaklus SBISACTCS TJIABHOW M
HeoOpaTUMOH cTajuel IUKIa TPUKapOOHOBBIX KUCIOT, OHA UAET C CYIIECTBEHHbBI CHUYKEHUEM
AG. ®epMeHT, KaTaTU3UPYIONTUH 3Ty PEakldi0 — HUTPATCHHTAa3a (CHHTETa3a HCIOJb3yeT
suepruio AT®, a cuHTaza He pacxoayeT AT®, sreprus 6epércs u3 a3¢pupo CoA).

2. Ob6patumas peakuus, nepeHoc OH-rpynmel. YxoauT Boja, oOpa3yercsi aHHOH yuc-
AKOHUTOBOM KHCIOTHI (yuc-akoHutat, Ako). ®epMeHT — akoHUTa3a. B HOpMe coenuHeHue
HE MOKUJAeT aKTUBHOTO IIEHTpPa, MOCIe AeruapaTaly cpa3y uaeT ruaparamnus. B pesynsrare
oOpasyertcs emé oaHa TpukapOOHOBast KucioTa, Ho OH-rpynmna yxe B Ipyrom MoJIOKEHUH —
m3onutpar (i-Cit). Ha aTom Habop TpukapOOHOBBIX KHCIIOT, KOTOphIE ecTh B Iukie Kpeoca,
3akaHunBaeTcs. OTIENbHO ATY PEAKIUI0 MOKHO IMPOBECTH B 0OPATHYIO CTOPOHY, HO B paMKax
BCEro IMKJA — HET, MOCKOJbKY LUTPAT-CUHTAa3HAs CTalus 3aKpy4YMBAeT IMKJI MO YacOBOM
CTpEJIKE.
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3. OxucnurensHoe nAekapOokcuiaupoBanre, OH-rpymnma okucmsieTcss 10 KapOOHUIBLHOM,
yneraer kapbokcunbHasg rpymna B Bune COs. Peakuus neobpatuma. IIpu stom NAD' (unu
NADP") npespamaerca 8 NAD(P)H nu H'. depmenr — u3oumrparaeruaporesasa. B
pe3ynbrare ocTaéTcsl MATUYTJepoAHas JuUKapOoOHOBas 0O-KeTa KHUCIOTa C  JABYMSA
KapOOKCHIJIBHBIMU TPYIIIIAMU — 0-KETOTJIyTapar. ITOT UK Ha3bIBaeTcs 1ukioM Kpebea (mnn
IIUKJIOM JIMMOHHOW KHCJIOTHI).

4. CHoBa oKHCIUTeNnbHOE aekapOokcunupoBanue. [Ipuxomutr kodepmeHT A, yneraer
emé oana kapbokcuibHas rpynna B Buge CO, rpynna, NAD' npespamaercs B8 NADH, H'.
[Monmyuaercss cykumHuiakodpepmeHT A. DepMeHT — 0O-KeTOrJIyTapaTaerugporeHa3Hblii
KoOMILJIeKc. Bc€ mpoucxouT Tak ke, Kak U B TUPYBaTACTUIPOr€Ha3HOM KOMIUIEKCE, OTINYHS
TOJIKO B PETYJIALIUU.

5. Obparumas peakius, yxoauT kodepmeHT A, octaercs cykmuHaT (Succ). depmeHt
Ha3BaH B 4YeCTh OOpaTHOM peaknuu — CYKHUHHIA-KOA cuHTeTa3za. B peakumio BXoauT
CBEpXBBICOKOIHEpreTuieckoe coeauHerue (Succ-CoA), Helb3s MPOCTO TaK TEPSATh SHEPTHUIO,
no3romy GDP npespamaercs B GTP.

6. KapOoHMIIBHYIO TPYHIy MpPOIIE BCEro MOJYYUTh M3 TUAPOKCHIbHOW. EE B cBOIO
ouepesb MOXHO MOJNYYUTh peakiue ruapataunu. Takum oOpa3oMm, Ha JAaHHOM 3Tame OT
CyKIIMHATa HY>XKHO 3a0path 2 Bomopoja (oOpatumMast AeruaporenasHas peakius). O6pasyercs
dbymapoBas kucinora. DdepmeHT — cykmuHataeruaporenaza. Ilpm »stom E-FAD
npespamaercs B E-FADHo.

7. Obparumas runpataius. OOpa3yercss aHHOH SI0JIOYHOM KHUCTOTHI — MajiaT. DepMeHT —
¢pymapasza. OH nposiBiseT cneuuUIHOCTh TOJIBKO K mparc-hopMme, TO ecTh cyOcTpaToM
MOXET SIBJISATHCSA TOJNBKO (pymMapoBasi KMCJIOTa, a MaJenHOBasg — HeT. B oOpaTHyio CTOpOHY
(epMEeHT KaTaTu3upyeT peakiuio, CyocTpaToM KOTOPOH MOXKET SBIAThCS ToNbKO L-mamat. C
D-u3omepom pymapasa He paboTaer.

8. Manar OKHCIS€TCs [0 OKcaloalerara, LHMKI 3ambikaercs. Ilpuy stom NAD'
npespamiaercs B NADH, H'. ®depMeHT — MasiaTaerniporenasa.

Ha Bxone B mMKI TpUKapOOHOBBIX KHUCIOT U B CAMOM LIMKJIE MBI MOTEPSUIM Bce 6
3kBUBaJIEHTOB CO2, KOTOPbIE TOJKHBI MOTYUYUTHCS U3 TJIFOKO3BI:

CeH1206 + 602 — 6CO2 + 6H,0

I'maBHast 3a7a4ya IUKIA TPUKAPOOHOBBIX KUCIIOT — aKKyMYJIUpPOBAaTh BCIO SHEPIHIO B
BHUJIC BOCCTAaHOBJIEHHBIX (hopM KodepmeHnToB/koakTopoB. He 3anmacaemast sHeprust TpaTUTCS
Ha HeoOpPaTUMOCTh IMKJIA.

Ha puc. 3.12 npexncraBiieHbl Bce BBICOKO3HEPIETUYECKUE MOJIEKYJIBI, [10JIy4aeMbIE B
PacCMOTPEHHBIX paHee mpolieccax (HauuHas C TVIMKOJIN3a), a TAK)KEe UX CyMMapHasi SHEepTus,
noxydaemasi u3 1 MoJIeKyJIbl TJIFOKO3bI, B Tiepecuére Ha 1 skBUBaJIEHT MOJIeKyJIbl ATO.

I'muxomm3 u IITK npoTekaroT mo pazHble CTOpOHBI MeMOpaHbl. UTOOBI BOBJICYh B ITUKIT
Kpebca ¢ NADH, koTOpbhle MOTYYHUIUCh B TJIWUKOJU3E, HY)XHO HUX IEPEHECTH depes
MeMOpaHy. DTO MOXKHO cJieslaTh ¢ oTepel sHepruu U 0e3 morepu. /i 3TOro UCnoab3yrTcs
riunepoin-gochaTHas MalaT-acnapTaTHas YETHOYHBIE CHUCTEMbI COOTBETCTBEHHO. MIMEHHO
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nodtoMmy B rpade «NADH» Bo3HMKaeT 1Ba BO3MOXHBIX BapHaHTa MTOTOBOM HAKOILICHHOMN

SHEPTHUH.
K03(1). HCpCCT-IéTa KOJI-BO uTor
ATP 1 2 2
NADH 2,5 10 25 (23)
FADH, L5 2 3
GTP 1 2 2
HUror: 32 (30)

Puc. 3.12. Cymmapnuiii snepeemuyuecxkuti agpgpexm enuxoauza u L{TK
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Jlexuus 4. IITK: 3HepreTruka u peryjasauus

du3unogorndyecknu cmpica IHITK

[k TpUKapOOHOBBIX KHCIOT — 3TO BAKHBIM LEHTPOBOW META0OIMUYECKUI IyTb.
'mobanpHO, B paMkax (YHKIIMOHUPOBAHHS OpPTaHW3Ma Ha NPOTSHKCHHH JUIUTEIHHOTO
BpemenH, L{ITK — 3To yHuBepcanbHblil mpuéMo-pa3aatounsiii Mmexanu3M. Croza cOpachiBaioT
CBOM aTOMBI yTrjepoja yrieBOJbl, KUPHbIE KUCIOTHI M 3HAUYUTEIbHAs] YaCTh aMHHOKHUCIIOT.
Orcroma ke pasHble META0OJUTHI OTOMPAIOTCS, UYTOOBI CTPOUTH HYXKHBIE OPTaHH3MBI
MOJIEKYJIbI, TO €CTh IPOUCXOUT aHAOOIIH3M.

B ompenenéHHBIX CHUTyalUsX HWHTEHCHUBHOW pabOThl, KOrJa HY>KHA SHEprus u
aHabonnueckue mpouecchl He uayT, LITK Bemonuser ¢pyHKuio Tonku. To eCTh yIeTaroT Bce
CO2, a »dHepruss  BPEeMEHHO  [EPEHOCUTCS  HA  BOCCTAHOBJICHHBIE  (HOPMBI
koepMmeHnTa/kodakTopa neruaporeHasHbix peakimii + GDP.

B muxne Kpebca mpoucxoaut pasnoxenue ykcycHo kucinotsl 10 CO2 u HzO.
Peaknus kaxeTcst 10CTaTOYHO MPOCTOM, HO HANpPSMYyH OHA MJITHU HE MOJYKET, TaK KaK MMEET
BBICOKHMW aKTUBAIMOHHBIA DHEPreTUYeCKHi Oaphep. A CTOUT NMOMHHUTH, YTO B OpraHU3ME
peakuus JoJDKHA MpPOTeKaTh B (DPU3HOJIOTHYECKHX YCIOBHUSX 0€3 BBICOKHUX TEeMIlepaTyp, W
aHOMaJbHBIX JaBieHud. [losToMy opraHu3My NpPUXOIUTCS BBIOUPATh ONTUMAIbHBIN
00XO0HOM My Th, N30eras BRBICOKMX aKTUBAIIMOHHBIX YHEPTETUUECKUX 0aphepoB.

JHepreruka I{ITK

B cranpmapTtHBIX ycioBuHsSX okoyio 1/3 sHeprum TpaTUTCsA Ha 3amacaHue. B ycmoBusx
kietkn AG oTiauyaeTcss OT TIOKa3aTeledl B CTaHAAPTHBIX YCIOBHSIX. Takum o0pa3om,
opranusmy yzaaé€rcs 3anactu 60-65% s>Heprumn.

- NAD '3
CH;—C-C00 NADH, H" r 7 )
CoASH *0z . 20 H,0
' 2 [Ako] === i-Cit

Ac—SCoA Cit
Hy0 v NAD®
? H,0 NADH, H

NADH,H'y , OA 5\ C0;
+
NAD%7

L-MIt a-KG
H,0 N
E-FADH; CoA-SH GTP NADH, H
+1 E-FAD GDP, Pi 0, s

Fum = Sucs = f\v‘; Succ-SCoA A =5

0 sH GTP
CoA-SH GDP
+0,5
Puc. 4.1. AG cmaoui [[TK, kxan
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HNutepec npeacrasiset peaknus L-Mlt — OA. AG naHHOU peakiuu +7, paBHOBECHE
OyIeT CUJIbHO CIBUHYTO B CTOpOHY Majiara. VI opraHus3M 3THUM MOJb3yeTcs (Hampumep, B
MajaT-acmapTaTHOM dYeTHOYHOW cucteme misi mepeHoca NADH wepe3s memOpany). Ho
LUTpPAT-CUHTA3HAs CTausl OKOHYATEJIbHO 3aKPYUYUBAET LIUKJI [10 YaCOBOU CTpPETIKE.

IIpunuun padoTsl (hepMeHTOB
Cunre3 ATP

/ \

OKHCJIHTEIbHOE (pocopuiupoBanue ¢ochopuauposanne Ha ypoBHe cydcTpaTa
ATP-cunraza (B TIIMIKOJTH3E)
ADP +Pi — ATP X® + ADP — X + ATP

®epmenT cyknuHUI-KoA cuHTeTasa peanusyer ¢ochopuinpoBaHUE Ha YpPOBHE
cybctpata. @epMEHT ¢ OCTaTKOM TMCTHIMHA BBICTYIIAeT B KauecTBe X. B peakiuio BcTymaer
Succ-SCoA. Tlon aeiictBueM depmenta mpuxoaut Pi, Beimmbaercs CoA-SH. B akTuBHOM
neHTpe ocraéres GpochopuaupoBaHHBINA CYKIIMHAT, CBSI3aHHBIN ¢ hepmeHToM. Ha cinemyromem
sTane pocdaTt nepeHOCUTCs Ha TUCTUINH, & CYKIIMHAT MTOKUAeT aKTUBHBIN IICHTP.

| Cyxnuaun-CoA

Cyximnmnn-CoA- |

2Tas Vi
CHHTETa3a Y \S—l J0A

O, (O
-
%
CH,
CH Casizannsiii ¢ epmen-
2 TOM CYKIFHIIIpOochaT
His
C
Y
o Mo
0 0]
AN Vi
O] SN ~C—CH,—CH,—¢7
¥ ) (O

CyKimHat

(DepMeHT, dochopunmm-
posanHsii o His
GDP
@ GTP

Puc. 4.2. Ilpunyun pabomut cyxyunun-KoA cunmema3soi
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Peakuus, karamusupyemasi CyKUMHWI-COA- CHHTETa30iM, UAET MO CIEAYIOUIEMY
MexaHusMmy (puc. 4.2):

@ dbochopmibaas rpynna 3amemaer CoA B cBsS3aHHOHW ¢ (DEPMEHTOM MOJICKYJIE
cykuuHuI-CoA, B pe3ynbTaTe uero oopasyercs Oorarsiii sHepruen anmidocdar

(@ cykummmndocpar mepemaér csoo docarHyo rpymmy Ha ocratok His B
MoJieKyJe (¢epMeHTa, M TpHU 3TOM oOpasyercs Ooratoe sSHEprueil MpOMEKYTOUHOE
coearHeHue — GochOopUIMPOBaHHBIN (PEepMEHT

@ dbocdarnas rpynmna nepeHocuTcs ¢ octatka His xk koHIeBoit ¢ocharnoi rpymme
GDP (unmu ADP), uto nmpuBoauT k o6pazoBannio GTP (mmu ATP)

Peakuust wuaér mno ynopsaoueHHOMY AByXcyOcTpaTHomMy wmexaHusMmy. CHauana
AaKTUBHBIM IIEHTpP TOTOB MNPUHUMATh (QOcHOPUTUPOBAHHBIM CYyKIIMHAT, a Iocie
nedochoprIUpoBaHusl U yXOJa CyKIIMHATa MPOUCXOIAT KOH(POPMAIIMOHHBIE M3MEHEHHUS, U
Bo3HHMKaeT HeHTp nocagku GDP. On ¢ocdopumupyerces, yxogur GTP, cHoBa mpoucxomsr
KOH(OpMAaIlMOHHBIE HM3MEHEHHs, M (DEPMEHT TOTOB MPUHUMATH CIEIYIONIYI0 MOJEKYIY
cykunHuiI-KoA.

B JKHMBOTHBIX KJE€TKaxX CYyIIECTBYIOT JABa u3odepMeHTa CyKUMHUI-COA-CHHTETa3bl,
onuH u3 KoTophix crneruduueH k ADP, a apyroit k GDP. ®@epmMeHT cOCTOMT M3 NBYX
CyOBeTMHUIL:

e 0o — ¢ hochopmmrpoBaHHbIM ocTaTkoM His u ieHTpom cBsizbiBanms CoA
e [} —onpenensier cnenuduanocts k ADP umu GDP

AKTHBHBIA 1[EHTp ¢EpMEHTa pAacIoNOXKEeH MEXIy MABYMS CyObeIUHUIIAMHU.
HccnenoBanue KpUCTATUYECKONW CTPYKTYPhI CYKIHMHUI-COA-CHHTETa3bl BBISIBUIO HATHUYHE
JBYX «CUJIOBBIX» crHpaiei (o oJHOM Ha KaxI0i cyObequHHIIE), OPHEHTUPOBAHHBIX TaKUM
00pa3oM, YTO YACTHUHBIM MOJOKUTENIbHBIN 3aps]l AJNEKTPUUYECKUX IUIMOJIEH JOKaTU30BaH
BOJIM3M OTpHUIATENBHO 3apsbkeHHoro His, uTto crabunusupyer GdochopuInpoBaHHBIN
dbepmeHT.

Peryasuusa IHITK

I'maBuble perynstopHble Toukn B L[TK — 3T0, kKak Bcerma, HeoOpaTUMbIe CTaIuH.
BbICOKOAHEpPreTHYeCcKre COEAMHEHUS TOPMO3AT MPOLECC, a HU3KOIHEPreTUYEeCKue —
CTUMYJIMPYIOT.

HNHrudutopsI:

e B MAPYBATIAECTUIPOTCHA3HOM KOMIIJIEKCE 0JIOKOM SIBJISIFOTCS NADH
(HemOCpenCTBEHHBIH TPOAYKT neruaporeHazHoit peakmuu), ATP, CoA-adups
YKUPHBIX KHUCJIOT, cykiHuI-KoA. Bce WHTUOUTOPHI SIBJISIFOTCSA
BBICOKODHEPT€TUYECKUMH COECUHEHUSMH.

e B nurparcunTasHoii peakuuu 010koMm sBisitorcst NADH, ATP u nutpar.

e B o-kerormyrapaTaeruaporeHasHoM Komiuiekce Oiokxom sBisiroTcst NADH u Succ-
CoA (HemocpeCTBEHHBIN IPOAYKT PEAKIIUN).
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AKTHBaTOPBI:
e B usouurparaeruiporeHa3HOM peakiny MOIIHBIM aKTUBATOPOM siBiigeTcss ADP
e B nupyBaTaeruaporeHa3HoM KOMIUIEKCE peakiuto cTumyaupyetr AMP
e [lurparcuHTa3HylO peakuuio ctumyaupyer AMP

AHanjiepoTu4ecKue peakiuu

AHaHHeDOTI/I‘IeCKHe PCAKIIUN — OTO PCAKIUU, MOIOJIHAIOMNIUC ITYJ MPOMEKYTOUHBIX

npoaykros LITK. HekoTopsle N3 HUX UCIIONIB3YIOTCA TOJIBKO I 9TUX LEJIEH.

Korga HaumHaloT HCNONB30BAaTHCS YIJIEBOAHBIE 3amachl, OPraHU3M MPOU3BOIAUT
nupyBaT u aneTwi-KoA. Ob6a coequHeHUs BaXHBI W 33/ICMCTBOBAHBI B aHAIUIEPOTHYCCKUX
peakmusax. U3 mpomexyrounsix coeauHeHuid [ITK mupyBar Oombiie Bcero moxok Ha
OKcajoamerar. JTO emé OJHA pEryJsATOpHas TOYKa: KOHLEHTpauus OKcajloaleraTa B
3HAYUTEILHON CTENEHU OIMPEJEISIET COBOKYIMHYIO CKOpocTh padboTsl LI TK.

JlJis oITydeHus OKcanoaneTara Hy>KHO KapOOKCHIHPOBATh MHPYyBAT:

1) mupyBar + HCO3;™ + AT® — oxcasoanerar + AP + Pi

Peaknusa nporekaeT NpeUMyIIECTBEHHO B Ne4YeHUW WM Toukax. OHa MOYTH HE
oOparuma. @epMeHT, KaTaTM3UPYIOIIUI 3Ty peakiuio — MUpyBaT KapOokcuiaa3a. B Hopwme,
MOKa JJOCTaTOYHO OKCaJloalleTaTa, 3TOT (hepMEHT MpaKTUYeCKH He akThBeH. [loka HopManbHO
kpyturcs L{TK, konnentpauus aunermin-KoA HeBenuka, oH cpa3zy yxoauT B muki. Korma He
XBaTaeT OKcajloalleTaTa, HAYMHAIOT HaKaluMBaThCcsl mnupyBaT U anetui-KoA. Ilupysar
UCIIOJNIb3YETCSl B KauecTBe cyOcTpara, a B KaueCTBE MOJIOKUTEIHHOTO 3((deKTopa BBICTYMAET

BEIIECTBO, KOHIIGHTpauusi KoToporo Bo3pocna — anetwi-KoA. be3 Hero mnupysar
KapOOKcHIIa3a MPAaKTUUECKU He padoTaerT.
O
AN 9
IS HN-"~N-COO"

0]

]
CH,), -NH-C-(CH I
( 2)4 ( 2)4 Ho_c_o_® > E
E-6BuoTuH S

ocTaTok BMOTHMHA

Lys
Puc. 4.3. Cmpoenue MonexyispHoco KpoHuimeHa u nepeHoc KapooKCUIbHOU 2pynnbl

B xauectBe xodakTopa nmupyBaT KapOokcuiaza coaepxut omotun (ButamuH H). On
KpPEMUTCS K JIM3UHY Yepe3 aMUIHYIO CBs3b (pHC. 4.3). DTO TOXKE MOJCKYJISIPHBIA KPOHIITEHH.
VY depmenTa ecTh 2 akTUBHBIX LieHTpa. Ha 0JTHOM M3 HUX MPOUCXOAUT aKTUBALIUS IBYOKHUCH U
e mnepeHeceHMe Ha OHOTHH. 3aTeM KpOHIUTEHH TNEpexXOoJuUT Ha BTOPOW ILEHTP, U
KapOOKCHIIbHAsI TpyTIa ¢ OMOTHHA IEPEHOCUTCS Ha TUPYBAT.

2) ¢pochoenoamupysar + COz2 + GDP = okcamnoanerar + GTP

Peakmus mpeoOnagaeT B CKENETHBIX MBIIIIAX U cepane. OepMeHT, KaTalTu3upyOIui
3Ty peakiuio — ¢ochoeHonupyBaTKapOoKcukuHa3a. Peakius oOpartumasi, Jaxe darie
OpraHHU3M HCMOJb3YeT €€ B 00paTHOM HalpaBiICHUH.

33

XUMMHECKWIA »
DAKYNLTET

MY UMEHI

M.B.JOMOHOCOBA NEKUMM YYEHBX MTY

g/

"~


https://vk.com/teachinmsu

KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/IHI/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

[IpyHUOMNIHanbEHOE PA3IMYKE STUX JIBYX PEAKLIUN 3aKIHOYAETCS B TOM, YTO MUPYBAT —
HU3KODHEPIreTUYECKOE COEJMHEHNE, 4 BTOPOE — CBEPXBBICOKOIHEPIETUUECKOE COEUHEHNE, B
HEM SHepruu B 2 pasza Ooibine, yeM B Mosiekysie ATP. B mepBom ciydae TpaTtuTcs SHEprus B
Bune ATP nans 3amycka mporecca, a BO BTOPOM CiIydyae DSHEPTHU XBaTaeT, YTOOBI
3auxcupoBare CO2 U caenaTh OKcajloaleTaT, ¥ enié 0CTaeTcs Ha MaKpOIPTUUYECKYIO CBSI3b.
[Toatomy Bo BTOpOM ciyuyae ucnoaszyercss GDP. B mepBom cilydae NpoMCXOIUT Tpara
SHEPIrUH, BO BTOPOM CIIyyae elé U 3aracaHue.

3) docdoenosnupysar + HCO3™ — okcasoaunerar + Pi

@epMeHT — (pochoeHosmupyBaTkapOoKcniaza. OTa peakuus OPOTEKaeT B
(OTOCHHTE3UPYIOIIMX YacTSIX PAacTEHUH, a TakkKe B MpocTermmx. CMBICT 3TOW peakiuu B
MOJIaBJISIONIEM OONBIIMHCTBE CIIy4aeB — HE MOMOJIHUTE TyJT OKcaoalerarom, a noitmars CO2
U OTTIPAaBUTH B (POTOCHHTE3.

4) nupysart + HCO3™ + NAD(P)H + H* 2 maaar + NAD(P)*

[IpucyrcTByeT BO MHOTMX TKaHSIX, B pa3HbIX opraHusmax. @DepMmeHT,
KaTaJIU3UPYIOLUI 3Ty PEeakuio — mMajar-(pepMeHT (s10,104HBIH (pepmMeHT). Bo3moxHO B
ciaydae, eciu AT® mano, Ho ectb NADH. D10 BakHas peakuusi, MOCKOJBbKY SHEPrus
BHE3AITHO MOXET MOTPeOoBaThCs B OOJIBUINX KOJIHMYECTBAX.

Iyt atomoB B LITK

Korna 6onee momyBeka Ha3aj CTaIH JAOCTYIHBI COCTUHEHUS, 000TaIEHHBIC TSKETBIM
uzotornoM yrinepoga °C M paauoakTuBHbIME wm3otomamu ''C u '*C, ux cpasy cramm
UCIIOJIb30BaTh JISl TOrO, YTOOBI MPOCIEAUTH MyTh aTOMOB Yrjepojaa B IUKJIE JUMOHHOMN
kucaoTbl. C OJHOrOo M3 TaKMX SKCIEPUMEHTOB Hayanach AUCKYCCHUS O POJU JIMMOHHOMN
KHUCIIOTBI.

MeueHsblii T0 KapOOKCHIIBHOM TPYMIE aleTaT WHKyOUpOBaIu ¢ 00pa3IioM >KHBOTHOM
TKaHU B a’pOOHBIX YCJIOBUSAX. B JKMBOTHBIX TKaHSAX ameraT (EepMEHTATUBHBIM IyTEM
npeBpamaercs B anetwi-CoA, Mo3ToMy B peakIsaX LUKIA MOXHO OBUIO MPOCIEAUTH IMyTh
MEUEHOI0 aroma yriiepoja auerorpynmnsl. Ilocine nHkyOanuu U3 npenapaTa TKaHH BBIICIUIN
0-KETOTJIyTapaT, KOTOPBIH 3aTeM IMOJABEPIIIM XUMUYECKOMY Pa3I0KEHHUIO I TOrO, YTOOBI
OTpeAeNUTh MOJIOKEHNE U30ToMa yriaepoaa. MoxkHO ObUIO OKUIAaTh, YTO MPH KOHJAEHCAIIUU
HEMEUEHOT0 OKcajoaleTara ¢ MEYeHHbIM N0 KapOOKCUIIBHOW TpyIIe aneTaTtoM odpasyercs
LUTPAT, COAEPKAIINA METKY B OJJTHOW M3 JBYX MEPBUYHBIX KAPOOKCUIIBHBIX TPYIIIL.

[utpar — cuMMeTpuyHasT MOJIEKyJa C JBYMS XHUMHUYECKH HEPa3InYUMBIMU
KapOOKCUJIBHBIMU TpyInamMu Ha KoHHax. CieaoBaTeslbHO, MPEANoarajoch, YTO IMOJIOBHHA
MOJIEKYJI LIUTPaTa MPEBPATUTCS B O-KETOTIYTapaT, MEUYEHBIN MO 0-KapOOKCHIBLHOU rpymre, a
BTOpasi MOJIOBUHA — B O-KETOTJIyTapaT, MEUEHBIH Mo y-KapOOKcwiabHOH rpymnme. To ectb
oOpa3yeTcss  cMech  JOBYX  MOJEKYJ, MEUEHBIX IO  pa3sHbIM  MOJOXEHHIM
(puc. 4.4, nytu @ u @). OnHako BBIAETCHHBIM M3 oOpa3la TKAaHU O-KETOTJIyTapar
conepskan MeTky '“C Tombko B y-KapOOKCHIIBHOM rpymie (puc. 4.4, myTh @). Ortcrona ObL1
CICNIaH BBIBOJ, YTO LUTpaT (WM Jr00ast Ipyras CUMMETPHUYHAS MOJICKYJia) He MOXET ObITh
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UHTEpMEIUATOM B IIpOIECCe TPEBpalleHUs alerara B (-KeTOrJyTapaT, HO TEpPBbIM
IPOAYKTOM, OOpa3yloIIMMcs IpH KOHJCHCAIlMM aleTara W OoKcajoalerara, JO0JKHA ObITh
acUMMETpUYHasi TPUKapOOHOBAs KUCIIOTA, HAPUMEp, IIMC-aKOHUTAT WM U30LUTPAaT.

clez—l“coo* "(lez—l‘*coo*
- CH—CO0~ — ‘CH,
CH;—"“C00 D I _ ol _
Meuensrii anerar CH,—'“C00~ / HO—CH—COO 0=C—CO00
' 06
N O - pasyercst
+ HO ? COO TOJIBKO 3TOT
0=C—CO00~ CH,—CO0™ \ TIPOJLYKT.
(|3H2— CO0™ MeveHbril IIUTpaT @ (lez_ CO0~ ;CHz —COO~
Oxcasoanerar (llH—COO_ —— (IJH—COO_
HO—CH—"C00" 0=C—"C00"
HMzowurpat Oxupanoch Takxke

TOsIBJIEHHUE DTOM
¢dhopMBI MEYEHOTO
O-KeTOTJIyTapaTa,
HO JJAHHOE COEIMHE-
111i€ 1Ie 06pasyeTcs.

Puc. 4.4. Bxniouenue yenepoonoii memxu (*C) uz ayemozpynnot 6 a-xemoanymapam

XOTs IUTPAT HE UMEET XUPAIBHOIO LIEHTPA, OH MOXKET PearupoBaTh aCUMMETPUYHBIM
oOpa3zom, ecnu y (epMeHTa, ¢ KOTOPbIM OH B3aWMOJICHCTBYET, aCHMMETPHYHOE CTPOCHHE
AKTHUBHOTO LIEHTPA. AKTUBHBIN LIEHTP aKOHUTA3bl UMEET TPU y4aCTKa CBSI3bIBAHUS LIUTpaTa, a
UTPAT CHEMU(PUIECKUM O00pa3oM JOJIKEH CBSI3bIBATHCS C OJTUMH TpeMsl Yy4acTKaMH
onHoBpeMeHHO. Kak moka3zaHo Ha puc. 4.5, CBSI3bIBAHME LIUTPATa C STUMU TPEMsSI TOUKAMH
MOJKET OCYUIECTBIIATbCA €IMHCTBEHHBIM CIOCOOOM, 4YTO OOBSCHSET oOpa3oBaHHE JIHIIb
OJIHOTO THIIA MEYEHOTo o-KeToriyrapara. [lomoOHbIe UTpaTy OpraHMYEeCKHE MOJIEKYJIbl, HE
UMEIOINE XUPAJbHOTO HEHTPa, HO CIOCOOHBIE pearupoBaTh aCUMMETPUYHBIM 00pa3oM C
ACUMMETPUYHBIM aKTUBHBIM LEHTPOM (epMeHTa, MOJyYUSId Ha3BaHUE MPOXUPATBHBIX

MOJIEKYI.
JlaHHast cBsI3b JlanHast cBSI3b
CH,COO™ He MOJKET 3a- MOJKET 3aHATH
Z HSTH TIPABUITh- 7 MpaBUIbHOE
AtakyeMas | HOE TTOJIoKe- —> | Honoxcem&)e U
C CBSI3b C HHE U TIO9TOMY C [O09TOMY (pep-
~ l ~ . x>y, He yuacTsyer x|~y MEHT ee aTaKyer
HO CH>COO Y B peaKiyiu Yy
COO™ oo
AKTHBHBI
LIEHTP C KOMILJIe-
MEHTAPHBIMH
TOYKAMU
CBSI3bIBAHUS
CTPYKTYpa uuTpaTta CXema MoAeKybl KOMMNeMeHTapHOCTb uuTpaTa u
uuTpaTta aKTMBHOIO UEHTPa MONEKYbI
aKoHMTa3bl

Puc. 4.5. Jlumonnas kucioma — npoxupaivHoe coeOuHeHue
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Mertka BBIHJIET U3 IIMKJIAa HA BTOPOM ero obopote (puc. 4.6). Ha sTane npeppameHus
CyKIIMHaTa B (ymapaT MPOUCXOIUT MepepacmpenencHue MeTku. OHa MOXKET OKazaTbCsi B
IBYX mojoxeHusix. Ha BTopom 060poTe MeTKa MOXKET OKa3aThCsl Ha JIBYX KapOOKCHIIbHBIX
rpyImax, 00e U3 KOTOPBIX BeIMAYT 13 nukia B Buae COs.

. CH,-coo™ M0 Ch, - Co0 | H,0 Chy - coo
CHy—C—SCoA HO—C:—COO' - c coo 4?\-_4- HC coo
0 CH,-CO0T M0 | CH-Coo mo HO- cH-C00" NAD
oo NADH, H'
¢=0 00" S
(::H2 Cle Cit oo
Coo |
* HO/C\\@ * NepBbli Kpyr CH,
X\ \)—(/ C\Hz z * BTOPOW KPyr (lng
NADH, H Loo. g=o
NAD’ coo y 1 COO
CH OH CoA-SH £\ ap'

*
|
éoo %\KCOO E-FADH, COO CoASH GTP___ CH, S

EFADCH A AGDP

G e CH,

M CHZ CoA-sH GTRPY C=0

goo (I::o GDP ¢
Co0 CoA

Puc. 4.6. ITymu meuenvix amomos '*C ¢ I[TK

JleiitepueBass Metka Tak ObicTpo He Bbiimer w3 I[TK. Ona oueHb CHIBHO
«pazMaxkeTcs» U OyAeT U3 pa3a B pa3 MEepeXOoiuTh B CIeAyIonIre MUKIbL. Ho B KOHEUHOM
cuére U AerTepreBas METKa, KOHEYHO, OYJIET MOCTETICHHO YIETaTh.
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Jleknus 5. Hluroaorusa. ITI]

uTosorus. IIpokapuoThl U IYKAPUOTHI

IIpokapuoTBI — 3TO MPOCTHIE OJHOKIETOUYHbIE OPTaHU3MBI (B OCHOBHOM OaKTEpHH), Y
KOTOPBIX OTCYTCTBYET OpPraHM30BaHHOE SIpO WM JApyrue MeMOpaHHbIE KJIETOYHBIC
opranesiel. OHM uMeloT HeOomnbinmue pasMmepbl (auamerp kietku ot 0,1 g0 5 Mkwm)
Pa3MHOXAIOTCs IPOCTHIM JICJIEHUEM IOTI0JIaM.

CTpoeHune mpoKapuoOTUYECKON KIIETKU:

e [UIA3MaTHYecKasi MeMOpaHa: BHEIIHEE OKPBITHE, OTAEIAIONIEEe BHYTPEHHIOK YaCTh
KJIETKU OT OKpYyXarolieH cpenpl. Kpome Toro y MHOrux npokapuoT €CcTh KJIeTOYHas
CTEHKA U3 MypenHa

® NHTOIJIA3MA: XXEJIeOOpa3HbI IMTO30Jb BHYTPH KJIETKM, B KOTOPOM HaXOIATCS
JIpYTrue KJIETOUYHbIE KOMIIOHEHTHI

e JIHK: reneTnyeckuii MaTepual, HaXOAUTCS B HYKJICOUAE
e puOOCOMBI: OpraHesUIbl, B KOTOPHIX MPOUCXOIUT CHHTE3 OeKa
® KI'YTHMKM: €CTh Y HEKOTOPBIX TPOKAPHOT, UCTIOJIB3YIOTCS ISl TIEPEIBUKEHUS

JdyKapuoTr MpokapuoT
AAPLILLKO MHTOXOHAPHA

HYKNneoup

xancyna

KNeToyHas cTeHka
pubocomsbl KnetoyHas MembpaHna

Puc. 5.1. Cmpoenue npokapuomuyeckoti u 3yKkapuomu4eckou Kiemxu

JYKapUOTHI — 3TO OPTaHU3MBI, B KJIETKaX KOTOPBIX MUMeeTcs O(hOpMIIEHHOE AIpO C
SIEpHON 000JI0YKOM, a TaK)Ke pa3IMuHble MeMOpaHHbIe opra"euisl (puc. 5.2). K aykapuoram
OTHOCSITCSI TPUOBI, )KUBOTHBIE, PACTEHUS U YEJIOBEK. DyKapUOTHYECKHE KIETKU 00bIYHO B 10
TBICSIY pa3 0oJIblIE MPOKAPHUOTUUECKUX KIIETOK.

IIpoueccel MaTpUYHOIO CHHTE3a Pa3AEieHbl B IPOCTPAHCTBE: B SAPE IPOUCXOAMT
pEeIUTMKAIS W TPAHCISIIMS, B I[MTOIUIA3ME — TPAHCISAIUS M TPAHCKPHUIIIUS, a TaKXKe
permukammss  JIHK B S mepuome. benok-cunresupyrommid  anmapatr — prOOCOMBI.
Onnomem6Opanubie opranHouasl: OIIC, anmapar ['onbmku, Me3ocoMbl. J[BymeMmOpaHHBIE
OpraHOUbl: MUTOXOHJIPUH U IJIacTU/Ibl. [[pIxaHHe B MUTOXOHAPUAX a3poOHoe. DOTOCUHTE3
OCYIIECTBIISIETCS HA MeMOpaHaxX TUJIAKOUIOB XJIOPOIUIACTOB, B 3TOM yYacTBYET XJIOPOMUILI a.
KnetouHblii LIEHTp MpPEACTaBICH 2-Ms LEHTPUOJSMHU, KaxJas U3 KOTOPBIX COCTOUT U3 9
TPUILIETOB MUKPOTPYOOUEK.
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MwukpoBopCcHHKY

KnetouHbli

LleHTP
Mna3maTuyeckas

membpaHa

LUwnTtonnasma
MuToxoHapUs
Liutockener

Pubocomsl

Annapat
lFonbaxu
N Britouenns
rNMKOreHa
T fAgpo c
Mepokcucoma A4PbILKOM

JHAONAA3MATUYECKan CEeTb

Nusocoma (rnagkas v wepoxosaras)

Puc. 5.2. Cmpoenue syxapuomuueckoti Kiemxu

Axapo — 3To CTPYKTypa KIETKU, KOTOPast BBIMOIHIET (PYHKIUIO XPaHEHUS U NIepeJadn
HACJIC/ICTBEHHONM HMH(OpMAIUN, a TaKXKe PEryJHpPyeT BCE >KU3HEHHBIC MPOLECCHl KIIETKH.
SAnpo Hecér B cebe renHernyeckyto uHpopmanuio B Buae JAHK. Snpa oObraHO uMErOT
[IAPOBUIHYIO WM SHIEBUIHYI0 (opMy. Sapo OKpykeHO siepHoil oOonoukoit. Snepnas
00oJI0uKa MpOHU3aHa SACPHBIMU Mopamu. YUepe3 HUX sAPO OOMEHUBACTCSA BEIIECTBAMU C
UTOIUTa3MON  (BHYTpeHHEW cpenod kieTkw). Hapyknas wemOpaHa TepexoauT B
SHJOIIA3MAaTHYECKUM PETUKYIYM M MOXET ObITh YycesHa pubocomamu. OTHOIIEHUE
pa3MepoB sApa U KIETKH 3aBHCHUT OT (DYHKIHMOHAJIBbHON aKTHBHOCTH KJIETKU. BONBIIMHCTBO
KJIETOK OJHOsiAepHble. J[BysaepHbIMH MOTYT OBITh KapAMOMUOLMTHL. Bcerma aBysaepHbI
uH}y30pun. B HUX XapakTepeH sIEepHbIM Ayanus3M, TO €CTh SApa pa3IUyHbl 10 CTPOCHHUIO U
¢yHkuusaM. Masoe siipo (reHepaTuBHOE) — nuIuionaHoe. OHO 00ecreyBaeT TOIBKO IMOJIOBOU
nporiecc y uHdy3opuii. bonbuioe (BereratuBHOE) sSpo nonuruionanoe. OHO peryjiaupyer Bce
OCTaJIbHbIE JKU3HEHHBIE TPOLECCH. MHOTOSJIEPHBIMA  OBIBAIOT KIJIETKH HEKOTOPBIX
IIPOCTEUIINX U KJIETKU CKEJIIETHOM MYCKYJIaTypBl.

[ToBepXHOCTHBIN ammapaT sApa BKIIOYACT: SIACPHYI OO0O0JIOUYKY (KapuoJeMMy),
MOPOBBIE KOMITJIEKCHI, TIEPUPEPHUIECCKYIO TUIOTHYIO TJIACTUHKY (JITAMHHY ).

OyHKIMY KOMIUIEKCA SIAEPHOUN TOPbI:

e (OOecneueHue peryslnuy n30UpaTeaIbHOr0 TPAHCIOPTA BEIIECTB MEXTY [IUTOIIIa3MOM

U SIAPOM

e AKTHUBHBIN NEPEHOC B SAPO OCIKOB
e [lepenoc B nuTorazMy cyObeIuHUIl pHOOCOM

B sapo yepe3 spepHbIe MOPHI MOCTYMAIOT: CHHTE3UPOBAHHBIE IUTOIMIA3MATHYECKUMU
pudocomamu OenKu-pepMEeHThI, KOTOPBIE YYaCTBYIOT B MPOLECCAX PEIUIMKALIUU U perapanuu
(BoccranoBiienuss noBpexxaeHuit B JIHK); Oenku-depMeHTHI, ydacTBYIOIIME B IPOLIECCE
TPAHCKPUIILIUK; OEJIKU-PENPeccopbl, KOTOPbIE PEryIUPYIOT MPOIECC TPAHCKPUIIINH; OCNIKU-
TUCTOHBI, KOTOpBIE CBsi3aHbl ¢ Mosiekysoi JIHK u oGpa3yior xpoMaTuH; OeNKH, BXOAIINE B
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cocTaB cyOBeauHUIl pubOocOoM; OENTKH SIePHOTO MaTPHUKCa, OOpa3ylolme KaphuOCKETET;
HYKJICOTH/Ibl; HOHBI MUHEPAJIBHBIX COJIEH, B YACTHOCTH, HOHBI Ca u Mg .

U3 sapa B uromnazmy BeixoasaT u-PHK, T-PHK u cyObenunanisr pubocom, KOTOphie
MPEACTABISIIOT coO0i pruboHykIeonpoTenubie yacTuiibl (p-PHK, cBs3annbie ¢ 6enkamn).

I'manonyiazma — 3TO 4YacTh LMTOIIA3Mbl KUBOTHBIX M PACTUTENBHBIX KIIETOK, HE
cojepxaiiasi CTpyKTyp, pa3IMuUMbIX B CBETOBOM MHUKpockore. OHa cOCTaBisieT MPUMEPHO
53-55% ot obmero o0bemMa nuTomIa3Mbl, 00pasysi FOMOTEHHYIO Maccy CIO0XKHOTO cocTaBa. B
THAJIOTUIa3Me TIPUCYTCTBYIOT OJIKH, MOMUCAXapUAbl, HYKICHMHOBBIC KUCIOTHI, (PEPMEHTHI.
[Ipn ydactuum pubOCOM B THANOIIa3ME CHHTE3UPYIOTCS OCNKH, MPOUCXOAST pPa3INYHBIC
peakuuMu TpoMeXyTOuHOro obmeHa. B ruanmomnasme pacronaraloTcsi TakXKe OpraHesibl,
BKJIIOUEHUSI U KJeTouyHoe #Aapo. OCHOBHas poib Truanoria3Mbl — OOBEAMHEHHE BCEX
KJIETOYHBIX CTPYKTYp B OTHOIICHHH HUX XUMHYECKOrO B3aMMOJICHCTBHS M oOecreueHus
TPAHCTIOPTHBIX OMOXUMHUYECKHUX MTPOLIECCOB.

OpraHennbsl  SBISIOTCS  00S3aTENbHBIMU  MHKPOCTPYKTYpaMU IS BCEX KIIETOK,
BBITIOJTHSIONIMME ONPEEIICHHBIC KU3HEHHO BaKHbIC (QyHKIMU. Paznmuaior memOpaHHBIE U
HeMeMOpaHHBIC OPTaHEIUTHI.

K MeMOpaHHBIM oOpraHesiaM, OTTPaHUYCHHBIM OT OKPYXKAIOIIeH WX THAIOILIa3MbI
MeMOpaHaMH, OTHOCSTCSI 3HJIOIMJIA3MaTU4ecKass CeTb, KOMIUIEKC [OJbIKHu, JHM30COMBI,
MEPOKCUCOMbBI, MUTOXOHPUH.

JHIOIJIA3MATHYECKasi CeThb TMPEACTaBIseT COOOH eIUHYI0 HEMpephIBHYIO
CTPYKTYpYy, 00pa3oBaHHYIO CHUCTEMOM LHCTEpH, TpyOOUeK M YIUIOHIEHHBIX MemodkoB. Ha
DIIEKTPOHHBIX MUKPOGOTOrpadusx pa3IndaroT 3€pHUCTYIO (IIEPOXOBATYIO, TPAHYJISIPHYIO) U
HE3epHUCTYIO (TNAJKYI0, arpaHyJISIpHYIO0) SHJAOIIA3MAaTHUYECKYI0 CeThb. BHEIHsAs cTOpoHa
3epHUCTOM CETH TOKphITa pHOOCOMaMH, HE3EpHUCTas JUIIeHa puOocoM. 3epHucras
SHJIOIIA3MATHYECKasi CEeTh CHUHTEe3UpyeT (Ha pubOCOMax) M TPAHCIOPTUPYET OCNKH.
HesepHucrasi ceTb CUHTE3UpPYET JTUMUABI U YTIEBOJbI U yYacTBYET B UX oOMeHe (Hampumep,
CTEpOMIHbIE TOPMOHBI B KOPKOBOM BEILIECTBE HAIIOYEYHUKOB U KJeTKax Jlelaura; rinmukoreH
B KJIeTKax medeHu). OaHoi U3 BaXHEHHMX (YHKIMN SHIOTUIa3MATHYECKON CETH SIBISICTCS
CUHTE3 MEMOpaHHBIX OEJIKOB U JIMMUAOB JUISl BCEX KIETOYHBIX OpraHell.

Kommuieke Iosbaxu mpencraBisieT coOO0H COBOKYMHOCTh MEIIOYKOB, ITy3bIPHKOB,
IUCTEPH, TPyOOUEK, TUIACTUHOK, OTPAHMYEHHBIX OHOJIOTUYECKOW MEeMOpaHOl. DIEeMEHTHI
KOMIUTIeKca ['0JIb/IKHM COeMHEHBI MEXKTy COOOM Y3KUMU KaHanaMu. B cTpykTypax KoMIuiekca
lonpmky TPOUCXOAAT CHHTE3 M HAKOIUICHHE IOJHCAXapujoB, OEIKOBO-yTIEBOIHBIX
KOMIUIEKCOB, KOTOpBI€ BBIBOJATCS W3 KIETOK. Tak 00pa3yloTCsi CEKPETOPHBIE TPaHYIbI.
Kommiekc T'onpmku nMeeTcst BO BCeX KIIETKaxX 4eloBeKa, KPOME IPUTPOLIUTOB M POTOBBIX
yelryek snuaepmuca. B 601bIIMHCTBE KIETOK KOMIUIEKC ['0Jb/KM pacionokeH BOKPYT WIN
BONM3U siipa, B DK30KPUHHBIX KJIE€TKax — HaJ SAOpOM, B alMUKaJIbHOM 4YacTH KIIETKH.
BHyTpeHHss BbIMyKJiasi MOBEPXHOCTh CTPYKTYp Komiuiekca ['oibmxu oOpaiieHa B CTOPOHY
SHOIIA3MATUYECKOM CETH, a BHEILIHSIS,, BOTHYTasl — K IIUTOILIa3Me.
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MeMOpanbsl komruiekca ['onbku 00pa3oBaHBl 3EPHHUCTOM HIHAOIIA3MATHYECKOU
CEThI0 U TEPEHOCATCS TPAHCHOPTHBIMU My3bIpbkamu. OT BHEIIHEH CTOPOHBI KOMILIEKCa
["0b1KU TIOCTOSIHHO OTIOYKOBBIBAIOTCSI CEKPETOPHBIE MTY3bIPbKU, @ MEMOpaAHBI €ro IUCTEPH
MOCTOSTHHO OOHOBIIAIOTCA. CEeKpeTOpHbIE My3bIPhKH MOCTABISIOT MEMOpPAaHHBIN MaTepuan s
KJIETOYHOM MeMOpaHbl M TJIMKOKalMKca. TakuM oOpa3oMm obecrieunBaeTcsi OOHOBJIICHHE
T1a3MaTHYeCKON MeMOpaHHbI.

JInzocombl mpencTaBisioT co00i my3blppku auamerpoM 0,2-0,5 MkM, coaepkaiiue
okojo 50 BHIOB PA3NUYHBIX THAPOJIUTUYECKUX (EepMEHTOB (IpoTeasbl, JIMIA3HI,
dochonunazel, HykiIeasbl, TIIHMKO3UAa3bl, (ocdaraser). JluzocomanbHble (HEpMEHTHI
CHUHTE3UPYIOTCA Ha pUOOCOMax 3€pHHUCTOM IHAOIUIA3MAaTUYECKOM CeTH, OTKYJla MEPEHOCITCS
TPAHCIIOPTHBIMU MYy3bIpbKaMu B KoMIUIEKC [onpmxu. OT my3bIpbKOB KomIuiekca [ oibmxu
OTIOYKOBBIBAIOTCS NEPBUYHBIE JIN30COMBL. B nH30comax moanaep:KuBaeTcst Kucias cpesa, e
pH xonebnercsa ot 3,5 mo 5,0. MeMOpaHbl JTH30COM YCTOWYMBBI K 3aKIIOUYEHHBIM B HHUX
depMeHTaM M TPEAOXPaHSIOT IMTOIIa3My OT WX JAedcTBUs. Hapyienue npoHuaeMocTu
JTU30COMaIbHOW MEMOpaHbl MPUBOJUT K aKTUBAIMHU (DEPMEHTOB U TSIKEIBIM MOBPEXKICHUIM
KJIETKU BIUIOTH J0 €€ TuOenu.

Bo BropmuHBIX (3penbix) au30coMax ((aroamzocomax) MPOUCXOIUT MEpeBapUBAHUE
OuomnonrMepoB A0 MoHOMepoB. [locienHue TpaHCHOPTHPYIOTCS Yepe3 JU30COMATIBHYIO
MeMOpaHy B THajoIjia3My KieTku. HemepeBapeHHbIE BelllecTBa OCTAlOTCS B JIM30COME, B
pe3ynibTare 4ero JU30CoMa MpEBpallaeTcss B TaK Ha3bIBAEMOE OCTAaTOYHOE TEJbIE BBHICOKOM
3JIEKTPOHHOM MJIOTHOCTH.

MMUTOXOHAPHU SIBISIOTCS «IHEPTETUYECKUMU CTAHIMSIMH KJIETKI». OHHM y4acTBYIOT B
nporeccax KJIETOYHOTO JABIXaHUS U MpeoOpa3oBaHMs SHEPTUU B (HOPMBI, JOCTYIHBIC IS
UCTIOJIb30BaHUs KIETKOW. OCHOBHBIE (DYHKIIMHU: OKHCICHHE OPraHMYECKUX BEUIECTB U CHUHTE3
aneHosuHtpudochopHorr  kucioTel (ATD). MHOro KpymHBIX MUTOXOHIPHHA B
KapAMOMHUOIIMTAX, MBIIIEYHBIX BOJOKHAaX Auadparmbl. OHU PacmoiIOkKeHbl TPYNIIAMHU MEXIY
MUOQUOpUITIaMH, OKpPY)KEHbl TpaHyllaMd T[JIMKOT€Ha M JJIEMEHTaMH HE3EepHHUCTOMN
SHJIOMJIA3MAaTUYECKON CceTH. MUTOXOHAPHUM  SIBISAIOTCA OpraHe/laMu C  JBOWHBIMHU
MeMOpaHamMu (TOJIIIIMHA KaXKIO0M OKoJIo 7HM). Mexay HapyXHOH U BHYTpeHHEH
MUTOXOHJIPHAJIbHBIMH MEMOpaHaMU PacIoOJI0KEHO MEKMEMOpPaHHOE MPOCTPAHCTBO IIUPUHOMN
10-20 um.

K HemeMOpaHHBIM OpraHoOWJaM OTHOCSTCS KJIETOYHBIM IIEHTP 3YKAPHOTHUECKUX
KJIETOK ¥ puOOCOMBI, HMEIOLITHECS B IIUTOIUIA3ME KaK 3y- , TAK U MIPOKAPUOTUYECKHUX KIETOK.

Pu6ocoma — 310 OKpyrias puOOHYKIEONPOTENHOBAs YyacTuua auamMeTpom 20-30 HM.
OHa cocTouT W3 Mayioll M OoNbIIONH CyOBeauHUIl, 00BEIUHEHHE KOTOPBIX MPOUCXOIUT B
npucytctBun MatpuuHoi (napopmanunonnoi) PHK (MPHK). Oxna monekyna MPHK oGbsranO
00BEIMHSET HECKOJIBKO pubocoM HamomoOme HUTku Oyc. Takyio CTPyKTypy Ha3bIBarOT
nosiucoMoit. TlomucoMbl CBOOOIHO pacmoiaraloTcsi B OCHOBHOM BEILECTBE IIUTOIIA3Mbl MU
NpUKpEIUIeHbl K MeMOpaHaM IIEpOXOBAaTOM IHMTOIIa3MaTHUECKOW ceTH. B oboux cmyuasx
OHH CITy’KaT MECTOM aKTHBHOT'O CHHTe3a OeJKa.
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bakrepuanpHble ©  JYKapUOTHYECKHE PHUOOCOMBI  OTIMYAIOTCS  KOHCTAaHTaMHU
cequmenTanuu: 70S y Gakrepuit u 80S y sykapuor. Ecnmu pubocoMbl TOMECTUTE B Cpeay C
MarHueM, OHH PachaJaloTcs Ha ABe CyObeIUHUIIBI: OOJIBIIYIO M MaTYIO.

Ribosoma bacteriano Ribosoma eucariota
PM =2,7 x 10° PM =42 x 10°

¢ &
1A

PM =0,9 x 10° PM = 1,8 x 10° PM = 1,4 x 10° PM =28 x 10°

Puc. 5.3. Pubocomsi npokapuom u sykapuom

Bce memOpanbl 00pa3yloT JUMONPOTEUIHBIC TUIEHKH, OHM HUMEIOT JBOWHOM CIIOM
munuoB. OgHa U3 BakHeH X QyHKIUH 6nomeMOpansl — OapbepHas. Hanpumep, memOpana
MEPOKCHCOM 3allMIIAeT LHUTOIUIa3My OT OMAacHBIX sl KJIETKH mepokcuaoB. Emé oano
Ba)XHOE CBOMCTBO OMOMEMOpPAaHbI — U30uparenbHas MPOHUIIAEMOCTb.

I'nnoxkcuaaTHBIA HUKJI
VYciaoBHO AHAIIJIICPOTHYCCKUM MOXXHO Ha3BaThb TJIMOKCUJIATHBIA ITUKII.

dKOHUTa3a dKOHWUTAa3a

wrpar- o H0 CH,-CO0
WHT
CH,—C—CoA Cit . [Ako] ===>  CH-COO

<—f
I . r —_—
0 ; H,O HO-CH-COO"

C|OO'
C=0 i-Cit nnasa
|

CH,  NADH,H" coo
coo . |
\ NAD" COO cnrmasa - CHO CH2
| CH2
MIt DH HO- CH,—C—-CoA [
(IZH 3 g(0]0]
CHa  coasn © \
Coo

Puc. 5.4. I'nuokcunamnuoiil yuxi
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[TupyBaT mpeBpamaercss B aneTwyn KOPepMEeHT A M BCTpEUYAETCs C OKCAJTOaIleTaTOM.
[{utparcuHTaza MPOM3BOAUT UUTPAT, AKOHUTA3a MPEBPAILIAET €r0 B U30LUTPAT. 3aTEM BMECTO
MOTEPH JIBYOKHCH YIJIEpOJa, JaHHAs MOJIEKysa pacuierusiercs. [lox nmefictBuem depmeHTa
H30LMTPATINA3Aa YCTHIPEXYTIEPOIHBIN (parMeHT B BUJIE CyKIMHATa yaausercs (Waér B
HTK), u ocraercs coenuHenue ¢ | kapOoHWIBbHOW M 1 KapOOKCHMIBHOM Tpynmon —
IJIMOKCHJIAT. B peakiuio BCTymaeT BTopasi MOJIEKyJa alleTHiIKodepMeHTa A, 1moj 1eiCcTBueM
dbepMeHTa MajJaTCHHTA3a TPOUCXOIUT M€ OJHA KOHACHCAIMS M IMOJydaeTcss Malart.
Janpie noa aedcTBueM MalnaTAETHAPOrEHa3bl NAD" BoccranasiuBaercs 1o NADH (kak B
L TK), monyuaercst okcajgoalerar, UK 3aMbIKAeTCs.

['MoKCcMITaTHBIN ITUKIT TPOTEKAET UCKITIOUUTENILHO Y PACTEHUH, HanboJiee akTUBHO — B
MOMEHT MNpopallMBaHus ceMsiH. B cemMeHax 3amaceHo MHOro Macja, HO M3 YIJIEBOJAOPOIOB
CJIO)KHO YTO-TO CTPOHUTH. B 1UTO30JI€ Kamum macia moj JeHCTBUEM Pa3HOOOpPAa3HBIX JIMITA3
MPEBPAIAIOTCA B JKUPHBIE KHUCJIOTBI, KOTOPBbIE 4YE€pe3 CIHEIUajJbHble MEPEHOCUYUKHU
TPAHCIIOPTUPYIOTCS Yepe3 MEMOpPaHy U MOMAIal0T B TITMOKCUCOMY. 371E€Ch U3 JKUPHBIX KUCIIOT
MOJTy4aeTCs aleTUIKOPEPMEHT A, 2 MOJIEKYJIBI KOTOPOTO MOMAIal0T B TIMOKCUIATHBIHN ITHKIL.

CTpOWKa
(6enkum, yrnesogbi)

LuTO30/b 0A

MWUTOXOHAPWA

_—>Mlt
Fum“/ QOA—PASP

SUCQAC:SCOB

Puc. 5.5. Ceasv enuoxcunamnozo yukia u [JTK

r~
rMUoOKCHUCoOMa ¥

iCit—» Succ—j—> Succ

B rnuokcunaTHOM LUMKIIE BBIAEISETCS CYKIIMHAT, KOTOPBIM BBIXOJUT B IIUTO30JIb U
3aXOAUT B MUTOXOHIpHIO, T1e BoBiekaercs B L[TK. Oxcanoamnerar, oopasyromuiics B [ITK,
MIpPEBpAIIaeTCs B acmapTaT M BBIXOAHWT B IUTO30Jb. OTCIOAA acmapTaT YacTHYHO MPOXOJIUT
yepe3 MeMOpaHy TJIMOKCHCOMBI, TpEBpaliaeTcs OOpaTHO B OKcajloalleTaT W CHOBA
BOBJICKACTCS B TJIMOKCUJIATHBIA ITMKJ, @ YACTUYHO PACXOIyeTCs Ha MOCTPOCHHE OEIKOB
YTJIEBOJIOB

Takum 00pazoM, TIMOKCUIIATHBIN HUKIT MPOTEKAET HAPSAIY C IUKIOM TPUKAPOOHOBBIX
kucnot. CymHocts mukina Kpedca B Tom, uro oH Beaér k CO, u HoO u HeoOXxomum st
o0pa3oBaHUs PHEPTUH. A TITMOKCHIATHBIA IUKI pou3BoauT U noctasiseT B L[TK cykmunar,
MO3TOMY K KaKOH-TO CTENEHU €r0 MOYKHO OTHECTHU K aHAIUIEPOTHUECKUM PEAKIIUSIM.
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ITII

Camoe BbIcOKORHEpreTuueckoe coeanHenue, Beimenmee u3 L[TK — sro NADH,
KOTOpBIfI BCTYIIacT B IIOTOK OKHCJIINTCIbHO-BOCCTAHOBUTCIBbHBIX peaKI_II/II\/'I MCKOY
MPOCTPAHCTBEHHO-COMKEHHBIMU ~ MOJIEKYJIaMM Ha  BHYTPEHHEM  MUTOXOHJAPHAIIbHOMN
MeMOpane (puc. 5.6). Ilo mepe mpuOIMIKEHUS K KUCIOPOAY CTaHIAPTHBIE OKUCIHTEIIBHO-
BOCCTAHOBUTENIbHbIE TOTEHIMANbl TEPEHOCUYUKOB JJIEKTPOHOB CTAHOBATCS BCE Ooiee
MOJIOKUTEIBHBIMU. DTOTO U CIEAYET OXHAaTh, MOCKOJIbKY 3JIEKTPOHBI BCETJa CTPEMSITCS
NEPCXOAUTh OT BJICKTPOOTPHULATCIBHBIX CUCTCM K 3JICKTPOIIOJIOXUTCIIbHBIM, YTO BbI3BIBACT
CHI)KCHHE CBOOOJHOHN »HEPruM. IJTO CBUACTEIBCTBYET O TOM, YTO PEAKIUU MPOTEKAIOT

CaMOITPOU3BOJIBHO.
Redox potential Free energy
(mV) (kcal/mol)
—60
NADH-CoQ reductase
- (complex 1)
NADH NAD* + H*
2e¢ Fumarate + 2 H* 450
-200 FI'*N Succinate
| /
e 2 FAD Succinate-CoQ
H* FADH, Fe-S reductase (complex Il) .
0
- CoQ —/j'
H+in
Fe-S -
200 Hout ,l, CoQH,~cytochrome ¢ 1
Cytc, reductase (complex Il
! Cu,
400 - -120
H+in) CyIa
H+ou| Cuy,
600 - (Cyt a; -10
Cytochrome ¢ oxidase
(complex IV) | 2e”
800l 120,42H* H,0 0

Puc. 5.6. Dnexkmpon-mpancnopmuas yens

Komnuaeke I cocrour u3 c¢epmenta NADH-neruaporenasza (NADH-yOuxuHoH-
OKcU0peayKTa3a). Y 3Toro (epMeHTa ecTh 2 TUIA HEPEHOCUYUKOB: (DIaBUHMOHOHYKIEOTH]
(FMN) ¥ HEKOTOpOEe KOJIHYECTBO JKEJIe30-CEPHBIX KIACTEPOB. ITO OJHOIIEKTPOHHOE
OKHCJICHHE-BOCCTAHOBJICHHE, TOJNBKO OJMH M3 AaTOMOB JKelie3a MEHSET CBOIO CTEleHb
okucneHus (BoccranaBnuBaercs 10 Fe?* oxucnsercs no Fe*™).
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Cys—(S (8)—Cys Cys—S; (Si—Cys
@ , “9 o
Cys—(& (©)—Cys Cys—&~ \5‘) ‘;)—Cys
HCH [1Fe-0S] [2Fe-25]
HC—OH N
Cys—S
HC—OH | & ./\_)—Cys
_— "/ \/\ \ ?
HE—OH ¢ i ® Cys—& Jr
H,C—0—P—oOH ‘,.-"" s) ‘)‘-., -l
Cys—{ S,—.

OH

\> ,,". (&—Cys

P i ’
cys=®" & ®-cys

®MH [3Fe-45] [4Fe-45]

Puc. 5.7. Cmpykmypa nepenocuuxoe: ®MH u drcenezo-cepnvie knacmepwi

Jlanee 3eKTpOHBI IEPEHOCATCS Ha KodepMeHT Q, Hiin YOMXUHOH (Ha3BaHUE OTpaxaeT
YHHMBEpCAJIbHOE PACIPOCTPAHEHHE 3TOr0 KOo(pepMeHTa: OH HaiileT MpakTUYeCKH BO BCEX
KJIeTKaX). YOUXUHOH — 3TO KXUPOPACTBOPUMBIM XWHOH C OYEHBb JIMHHOM HW3O0MPEHOUIHOMN
6okoBoit nenbio. Korna BoccTaHOBUTENbHBIE SKBUBAJICHTHI MEPEXOAAT OT BOCCTAHOBJICHHOMN
NADH-perunporenassl  (E-FMNH2) uepe3 xene3o-cepHble KiacTepbl Ha YOWXHHOH,
MOCIIEAHUI BOCCTAaHABIIMBAETCS CHavaljla B MHTEpMEINaT CEMUXMHOHOBBIN pajiuKall, a 3aTeM B
crabmibHbIi youxunon (QHz) ¢ onHoBpeMeHHOI pereneparueit okucinenHon popmel NADH-

JIETUAPOTEeHA3bI.
o CH3
CH30 (CHy—CH=C—CH)10—H
Ubiquinone (Q)
CH30 CH3 (fully oxidized)
0]
]P H* + e
o
CH30 R
Semiquinone radical
("QH)
CH30 CH3
OH
]P H* + e
OH
CHs0 R
Ubiquinol (QH5)
(fully reduced)
CH30 CH3
OH
Puc. 5.8. Tpu ghopmvi koghepmenma Q
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Kommuieke III cocrout u3 muroxpomoB b u ¢. [{lutoxpom b mprHUMAET JIEKTPOHBI OT
yOUXUHOHA W mepedaéT UX LUTOXpoMy cl, KOTOpbIi B CBOIO ouepenb MepenaéT Hx
LUTOXPOMY C.

[{utoxpomsl — 370 kene3ocoaepxkamiue oenku. CymecTByeT 3 Kiiacca IIATOXPOMOB: a,
b U c, KOTOpble pPa3IUYAIOTCS IO CHEKTpaM IMOIJIOIMIEHU. Y KaXJIOoro IMTOXpoMa B
BOCCTaHOBJICHHOH (opme 0OHapyXKUBAIOTCSA TpU YETKHE IMOJIOCHI MOTJIOLUICHUS B BHIUMOMU
yacTu cnekrpa (puc. 5.9).

100
BoccranoBnennas
¢opma niuToxpoma ¢

X

g Oxkuc-

= JIEHHas

= dbopma

% ITUTO-

S XpoMa ¢

o 50 -

<)

j==]

o)

=

(]

H

=

Q

o)

E a

(@)

B
0 | 1 |
300 400 500 600

JlsmHAa BOJIHBI, HM

Puc. 5.9. Cnexmpwi nocnowenusi yumoxpoma ¢ 8 OKUCIeHHOU U 80CCMAHOBIEHHOU (hopme

Kommnueke IV BkItO4aeT NUTOXPOM a+as, HA3bIBAEMbIN TAKXKE LIUTOXPOMOKCHAA30M,
MOCKOJIBKY OH MEPEHOCUT 3JEKTPOHBI MPSIMO Ha KHCIOPOJ U TEM CaMbIM 3aBEpIIAET MPOIIECC
nepeHoca. JJaHHbI HUTOXPOM OTJIMYAETCSA OT APYTrux. B ero cocraB BXOAST JABE MOJIEKYJIbI
MPOYHO CBSI3aHHOTO TeMa A, OTIUYAIOIIErocs OT MPOTOreMa TeMOriIoOWHa HAJUYHUeM Y €ro
nop(GUPHUHOBOTO KOJbIA JIUHHOW YIIIEBOAOPOAHOW OokoBoi memu. Kpome Toro, B HEM
UMEIOTCS TakKe JBa aToMa MEM, Wrpalolllie BaKHYIO pPOjib. [IpUCOETWHUB 3JIEKTPOHBI,
MOCTYMHBIIKE OT IUTOXpoMa ¢, U mnepeias Takum odpaszom B Fe(Il)-bopmy. kKoMmoHeHT a
UTOXPOMA aa; MepelaéT 3aTeM 3TU 3JIEKTPOHBI IIUTOXPOMY a;. BoccTaHOBIEHHBIN TUTOXPOM
a; B CBOIO ouepe/ib mepeaéT AIeKTPOHBI Ha MOJIEKYJIsIpHBIN kuciiopos (O2). B atom mporiecce
BMECTE C ABYMsI JKeTe30n0op(UPHHOBBIMU TPYMIIAMUA YYaCTBYIOT JIBa CBSI3aHHBIX aTOMa ME]IH,
4TO CONpoBOXKIaeTcss obpatumbiM m3MeHeHweMm wux BaneHTHOcTH [Cu(I)-Cu(Il)]. DToT
CJIOKHBI TpOLECC SIBIISIETCS BaXKHBIM 3TallOM IEPEHOCAa 3JIEKTPOHOB, TOCKOJIbKY 37E€Ch
YeThIpe IEKTPOHA TOJKHBI OBITH MEpPEAaHbl MOUTH OJHOBPEeMEHHO Ha O IS TOTO, YTOOBI
ob6pasosamuck ase Moiekyisl HoO (uetbipe H'-noHa, KOTOpbIE TOXKE ISl STOr0 HEOOXOJUMBI,
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MOCTYIAIOT U3 BOJHOW cpeapbl). M3 BceX MEpeHOCUMKOB IIENMHU MepeHoca AJIEKTPOHOB TOJIBKO
IIUTOXPOM a+az CoCOOEH BCTyNaTh HEMOCPEICTBEHHO B PEAKIINIO C KUCITOPOIOM.

Kommnuiexe II BKITtO4aeT CyKIMHATAECTUAPOTEeHA3Y, MO IEMCTBUEM KOTOPOM CyKIIMHAT
npeBpamaercs B pymapat, a E-FAD B E-FADH,. FAD — xodakTop, To €CTh OH HUKyJa HE
YXOAHT OT JepMEHTA, a 3HAUUT, YTOOBI IepeaaTh BOCCTAHOBUTEIbHBIN SKBUBaANICHT B DTLI, TO
CYKIIMHATACTHIPOTeHa3a Jo/hkHa ObITh €€ dacThto. CyKIUHATAETHIpOreHa3a mepenaéT
9JIEKTPOHBI HA YOUXHHOH.

Juepreruka ITI. Cunre3 ATP

B ngpixarenpHON 1lemu HMeeTcs TPU ydacTKa, B KOTOPBIX MEPEHOC 3JIEKTPOHOB
COTIPOBOXAACTCSI OTHOCUTEIIPHO OOJIBIITUM CHIDKEHHEM CBOOOIHOMN 3Hepruu (puc. 5.10). Ot
9Tarbl MOCTABISAIOT CBOOOAHYIO HEpruto A cunte3a ATP.

..0'4
NADH — E—FMN —0
-02v Ze~
ze” NP ~ 10
(4] o —b
Ze- ATP _
E! 402 C,—C o
0 ” & KKaJja
a —30
+049}
061 2e-\>ATH 40
+ 08} 0, 50

Hanpasaenue noToka SJeKTPOHOB «——e

Puc. 5.10. Ilomok OJIEKMPOHOB U DHEpceMU4YeCKUue COONMHOULEHUA 6 ObIXamenbHoll yenu

Mexmembpanioe ~ Cute o ——=-==o
NPOCTPAHCTBO
(«+»-cropona)

Cyxuunar @Dymapar

. XUMHUYECKHI Cuntes ATP
NADH +H TOTEHLAI TIOZ /ieHcTBrEM| HeCKHI =
ApH » NpOTOH- ( MOTEHIHAN Ay
(menquaﬂ IIBI/I)Ky'JlIeﬁ (3apH)K€H
cpena) CTIBI OTPHILIATEIIBHO)

Puc. 5.11. Ilomoku 31eKxmpoHo8 u npomoHos uepe3 ObIXAmeabHYI0 Yenb MUMOXOHOPULL
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CornacHO XeMHOCMOTHYEKOU TeOpHH, 31eKTpoHbl 0T NADH u apyrux okucisieMbix
cyOCTpaToB MpOXOAAT 4epe3 1LeNb MEPeHOCUUKOB  AJIEKTPOHOB, ACHUMMETPHUYHO
pacIoIOKEHHBIX BO BHYTPEHHEW MeMOpaHe MUTOXOHIpuil. IlepeHoC 3IEKTpOHOB
COTIPOBOXAACTCS MEPEHOCOM (BBIKAUYMBAHUEM) Yepe3 MEMOpaHy MpPOTOHOB W3 MaTpHKCa B
MeXMeMOpaHHOE TMPOCTPAHCTBO, YTO MPUBOIAUT K BO3HHUKHOBEHHIO AJICKTPOXMMHUYECKOTO
rpaaueHTa MOTCHIUAIOB. BHYTpeHHsT MeMOpaHa HEeMpoHHIIaeMa sl MpoToHOB. OHU MOTYT
BEPHYTBHCSI B MAaTPUKC TOJIBKO uepe3 crenuanbHble kaHainsl B ATP-cunTasze. Ilepexon noHos
H' u3 30HBI ¢ Golee BHICOKOM KOHIIEHTpAlMEl B 30HY ¢ 0olee HM3KOM KOHIEHTpaluei
COTMPOBOXKAACTCS BBHICBOOOXKIEHHEM CBOOOJHON JHEPrHH, 3a CYET KOTOPOH MPOMCXOIUT
cunre3 ATP.

®epment ATP-cunTaza B mpouecce HenpepbiBHOro cuHte3a ATP  momken
nperepneBaTh IUKIMYECKHE KOH(OpPMAlMOHHBIE UW3MEHEHHUs, Nepexols u3 (QopMmbl,
criocoOHOM mpouHO cBsi3biBaTh ATP, B popmy, obGecrieunBarornryto ocBoooxaenne ATP. Kak
MOKa3aJy OMOXMMHYECKHUE U PEHTTEHOCTPYKTYPHBIC HCCIEIOBAHUS, OCOOCHHOCTH CTPOSHUS
ATP-cuHTa3bI TO3BOJISIFOT COBEPILIATh 3TH aTbTEPHATUBHBIC IPEBPALIICHUS.

Ha puc. 5.12 mnpencraBmena ctpykrypa ATP-cunTtasel. JIBe b2-cyObenuHUIIBI
KoMIoHeHTa Fo mpo4YHO CBs3aHBl ¢ 0- U [-cyObenuHUMIIaMU KOMIOHEHTa Fi, mosTtomy
MOJIOXKEHUE «TOJIOBKM» KOMIOHeHTa Fi B mMemOpane ctporo ¢uxcupoBaHo. B memOpany
NorpyKeHa IMWIMHIPUYECKas CTPYKTypa U3 c-CyObeIMHUI]; OHA CBSI3aHA CO CTEP)KHEM U3 of3-
CyOBeIMHUIl Yepe3 CIeNUaIbHOe COCIMHECHHE, 00pa3oBaHHOE Y- M O-CyObeauHuIaMu. Bces
cyObenmuHuYHas cucTeMa KoMmruiekca Fi moxoska Ha OykBy I

/‘ﬁ\
8 B a
ATP
b2 ADP + P;
Y <+»-CTOpOHa
€ .
W
a — = 2 ) | {(,\ w
(¢} \AAANS
b <—»-CTOpOHa
H+

Puc. 5.12. Mooenv cmpyxkmypvr ATP-cunmas3uol

Kommnonent Fi ATP-cuHTa3pl UMEET TpU HEIKBHUBAJIEHTHBIX aJCHUHHYKJICOTHIHBIX
IIEHTpPa CBS3BIBAaHUSI, PACIOJIOKEHHBIX MEXIy IMapamMud o- U P-cyOobenuuuil. B kakoid-To
MOMEHT OJMH M3 OTHUX LEHTPOB Haxoautcs B ATP-B-xoHdopmamuu, TO €CTh CIOCOOCH
npouno cBs3biBaTh ATP, npyroit — B ADP-B-koHdopmanuu, oOpasyromieil ¢ JIUraHaoMm
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ciabple CBsI3U, TPETUH IIEHTP UMEET MyCTYI0 B-KoHGbOpMaIiio, OJaronpusTHYIO JJIs pa3pbiBa
CBsI3e M BBICBOOOXKAEHUS TPOAyKTa. B pesynpraTte MOBOPOTOB BOKPYT IIEHTPAIBHOTO
CTEpKHSI TOJ IEHCTBHEM NPOTOH-ABIKYINEH CHIIBI Y -CyOBEIMHHIA TTOOYEPEIHO KacaeTcs
KXo mapsl af-cyObequHNI] B KOMIOHEeHTe Fi, 9TO BBI3BIBaCT OJJHOBPEMEHHOE M3MEHCHHE
KoHpopMmauuii TpEx akTUBHBIX LEeHTpoB. Llentp ¢ ATP-B-xondopmarueil nepexoautr B
nycTyio B-koHpopmarmio, 6maroaaps yemy npoucxoaut auccounanus ATP. Lentp ¢ ADP-f-
koHpopmanueit nepexogur B ATP-B, uro mpuBogutr k oOpasoBanuto ATP uz ADP u
dochara. Llentp ¢ mycroit P-koHpopMmarueidl mpeoOpazyercs B 1ueHTp ¢ ADP-B-
KoH(popManuei, rae npoucxoaut cBsizbiBanue ADP u ¢ocdara, mocTynuBmumx u3 pacteopa.

Puc. 5.13. Bpau;ameﬂbnblﬁ MEXAHUIM USMEHEHUA CEIEKMUBHOCMU AKMUBHbIX YERMPOE

CormacHo  mpemiokeHHOMY — MexaHusMmy  (puc. 5.13), KOTOpBIA  TOJYYHIT
JKCIIEPUMEHTANIHOE TMOATBEPKJICHUE, 110 MEHbIIEH Mepe B ABYX M3 TPEX KaTaJTUTHUYECKHX
LIEHTPOB JOJDKHBI MPOTEKATh pa3Hble mpolecchl. A UMeHHO, Mojekyida ATP He Mmoxer
OCBOOOJUTHLCS M3 OJTHOTO IIEHTPA, IoKa B Ipyroi He noctynat ADP u ¢ocdar.
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Jleknusa 6. Q-uukii. UeaHOUYHbIE CHCTEMBbI

Q-uka

B OTIl ectp HabOp NMEPEHOCUYMKOB, KOTOpPHIE CTPYNIHPOBAHBI B KOMIUIEKCHL. OHHU
HaXOJATCS B MeMOpaHe U caMu HUKyAa He aBurarotrcs. Ects 2 yuactHuka OTLI, koTopsie He
OTHOCATCS K KOMIUIEKCAaM, & COWIEHSIOT UX: YOMXHUHOH U ITUTOXPOM C. Y OUXMHOH HAXOJUTCS
BHYTpPU MEMOpaHBI 3a CYET UTMHHOTO KUPOPACTBOPUMOTO U3OMPEHOUTHOTO «XBOCTaY.

Ha moBepxHoctu wmemOpaHbl, oOOpalleHHON K MaTpUKCy, aTOMbl BOJOpOja
dbopMupyloTCs W3 TMPOTOHOB, 3a0MpaEMbIX M3 MaTPUKCA, U DIIEKTPOHOB, IOCTaBISEMBIX
IEMb0. DTH aTOMbl 00pa3yloTCs Ha MoJieKyJie yOouxuHoHa Q, KOTOPBIA TpeBpaliaecTcs B
BoccTaHoBiIeHHYIO dopmy QHo. IMocnenusst muddyHANpPYyET K MPOTUBOIIOIOKHON CTOPOHE
MeMOpaHBbI, TJIe COOBITHS MPOTEKAIOT B 0OPAaTHOM HANPABICHUHU: AJIEKTPOHBI OTIICTUISIFOTCS OT
aTOMOB BOJIOpOZa, a oOpasyloliuecs NPOTOHBI YXOIAT Hapyxy. WMHbIME cioBamu, Q
BOCCTaHABIIMBACTCS HAa OJHOW CTOpOHE MeMOpaHbl, aBwxkerca B Buae QHz x apyroi, Tam
okucnsiercs 10 Q u Bo3Bpamaercs obparHo. Jleno B ToM, 4to Q y4acTBYeT B JABYX PeIIOKC-
napax, pa3HecEHHBIX 110 00€ CTOPOHBI MEMOpaHbI M CITOCOOHBIX MepelaBaTh aTOMBI BOJOPOa
yepe3 MeMOpaHy C OJHOM MOBEpXHOCTH Ha apyryto. Kak BoccranoBieHue Q, Tak u
okucnenne QH> kaTanm3upyroT crienuaiu3upoBaHHbIE Oenku. Bes aTa cucrema momyuuia
Ha3BaHHe Q-IMKIIA.

4H* 2¢
LIurozons S I.lu'mi\cpcm c
[}
2QH; 2Q° 2Q l
2e W3 2e l 2¢
KOMIIEKCA Llut by 1
I w11 QH, s j,
\ T Il,nl'r by
Q
QH, “Komnnekc I11 Q Komnnekc IV
2H* +
Marpukc o

Puc. 6.1. Cxema Q-yukna

[Tonnas cxema Q-LMKIJIa BKJIFOYAET JBA PA3HBIX IUKIMYECKHUX IMPOIecca, KaxXIbli u3
KOTOPBIX MpPHUBOAMT K BBIOpOCY W3 MeMOpaHbl 2 mpoTOHOB. B memOpane cymiecTByer
craroHapublii oonmii ¢dorx Q um QHz. B meBoit wactm puc. 6.1 mokazaHo, 4YTO
BoccraHoBieHne Q 1o QHz xommnexkcamu I u 11 conpoBokaaeTcst nornouieHUeM 2 NpOTOHOB
u3 Marpukca MuToxoHapuil. O6pazoBaBmuiics QH, murpupyer k BHeUIHEH MOBEPXHOCTH
MeMOpaHBbl, I71e OTAAET | 2JIEeKTPOH HAa BOCCTAHOBJIEHHE LIMTOXPOMA C, MEPEHOCSIIEr0 ero K
koMrIuiekcy [V (urtoxpom ¢, mogo0HO YOUXUHOHY, ITOJBMKEH, HO HE B MEMOpaHe, a B BOJIC U
pacrioiaraeTcss ¢ Hapy)XHOW CTOpPOHBI MEMOpaHbl, KaK H Y4YacTOK KoMiuiekca [V,
aKIenTUpyomud 31ekTpoH). OmHoBpeMeHHO ¢ moTepei smektpoHa QH» ormaér Bo
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BHEIITHIOO Cpedy 2 MPOTOHA U MpeBpaIiacTcs B aHMOH-paanKan cemuxuHona Q*. I[Tociaeaauit
nanee CHOBa OTAAET 1 AIEKTPOH, HO YXKE HEe LIUTOXPOMY C, a LIUTOXPOMY b.

Monekyna QH», mokunypmas komruiekc II, Opuia okuciena, 2 anekTpoHa (1o
OJIHOMY) OBUTH TIepeJaHbl OT He€ MUTOXpOMaM ¢ U b, a 2 aToma BOJIOpOJia B BUJIE TIPOTOHOB
BBIIIIJTM HApPYXKy BO BHEMHUTOXOHAPUATHHOE MPOCTPAHCTBO. Y OMXHHOH MOCTYIMAaeT B OOmuit
doHI 3TOTO BemecTBa B MeMmOpane. J[pyras MoJiOBUHA HCTOPUM HAYUHAETCS C TOTO, YTO
BTOpas MoJiekysa QH> nmoaBepraercs TOUHO TaKOMY K€ OKHCIIEHHIO, UTO U MIepBas, OTAaBas 2
NPOTOHA B OKpYXKarolyro cpemy. Takum oOpazoMm, mocie okucieHus 2 monekyn QHz 2
JIEKTPOHA NepearoTces KoMmIulekey IV depe3 nuToxpom c, a emé 2 31eKTpoHa — HUTOXPOMY
b. Jlamee 37€KTPOHBI C OJHOTO rema, BXOJSIIEro B COCTaB LIUTOXpoMa b, mepexoisT Ha
JIPYTO# TeM, CBSI3aHHBIN C TeM ke 0eJIKOM, HO 00JIaJatoIuid OOJIBIITUM PEIOKC-TIOTCHIINAIOM
(Wi, 4YTO, TO K€ CaMoOe€, MEHBIIECH SHEpruei). DTOT MEPEeHOC SKBUBAICHTECH MEPEXOIy
JJIEKTPOHOB Ha JApPYTylo, OOpam€HHYI0O K MaTPUKCYy CTOpPOHY MeMOpaHbl. 3Aech OHHU
pacxonytorcs Ha BoccraHoBieHne Q B QH», mpu 3TOM aTomMbl BOJOpOJia B BUJIE MPOTOHOB
u3BJIeKaroTcs U3 MaTpukca. Jlanee QHz Bo3Bpamaercs kK BHEIIHEH CTOpOHE MeMOpaHbI, IIUKJI
3aMBIKAeTCsl, M 3Ta «Kapycelby TOTOBA K 0YepeAHOMY 000pOTY.

JlJiss IpOCTOTHI U SICHOCTU Ha pHC. 6.1 mokazaHo, OyATO Kaxkmas w3 M300pakeHHBIX
MOJIEKYJI ~TOCJIEJOBaTeIbHO OOeraeT UMKJI, MOAOOHO JeTanu, JBIXKYIIEHCS 10
ABTOMAaTUYECKOM JIMHUM CTAHKOB. B JEHCTBUTENBHOCTH K€ KaXJas U3 OKHUCIUTEIBHO-
BOCCTAHOBUTEJIbHBIX PEAKIIMI MPOTEKAET C MOJIEKYJIOH, IPOU3BOILHO BHIOPAHHOM U3 00111ero
donpa.

Ecnu paccmaTtpuBaTh TOJIBKO IIPOLIECCHI, ITPOTEKarolue B npeaenax komiekca I, To
UX MOXKHO ONKCAaTb YpaBHEHUEM, COIVIaCHO KOTOpPOMYy OKucieHue ogHoro QH:z
COIIPOBO’KIAETCS BHIOPOCOM M3 MEMOpaHBI HE BYX, @ YETHIPEX MPOTOHOB:

QH; + 2H" (matpukc) + 2 Lut ¢ (Fe**) — Q + 4H" (muro3oms) + 2 Lut ¢ (Fe?")

bananc no ATP, ADP u Pi

B OonbmmHCTBE SyKapHOTHYECKHX KJIETOK CHHTE3 OCHOBHOro KojudectBa ATP
IPOMCXOIUT BHYTPH MUTOXOHJPUH, HO OCHOBHBIE moTpeduTenn ATP pacrnonoxeHsl BHE e€.
CrnenoBatenbHO, TOJKHBI CYIIECTBOBATh MEXaHU3MBbI, o0ecreunBaonue nocrymiesue ADP
U QocdaTta B MAaTpUKC MUTOXOHIpUN U BbiBeneHHe ATP u3 Hero HapyxKy. DTH 3apsKEHHBIC
MOJIEKYJIbl CaMH HHKaK HE MOTYT CaMM Iepecedb JMNUAHBIM Oucnoil. CymiecTByeT Tak
HazpiBaemasi ATP-ADP-tpanciokasa, koTopas 0OOMEHHBAET BHYTPUMUTOXOHApHAIbHBIA ATP
Ha ADP, Haxomstiiumiicsi BHE MUTOXOHIpHH (pucC. 6.2).

Otkyna Oepercs sHeprust st ADP-ATP oOmena? Ml yxe ymoMHHAJIA O TOM, YTO
BbIKAUMBaHHE NPOTOHOB M3 MUTOXOHJPUN CO3IAET HAa BHYTPEHHEH MeMOpaHe HE TOJBKO
rpaaueHT pH, HO ¥ pa3HOCTh SJEKTPUUECKUX MOTEHIUAIOB (MHHYC — BHYTpHU). Moekyia
ATP Hec€r yeTblpe OTpULATENbHBIX 3apana, a ADP — tonbko Tpu. HerpynHo BuIeTh, uTO
ADP-ATP oOMeH 3KBUBAJIEHTEH IIEPEHOCY OJHOTO OTPUIATEIBHOTO 3apsiia U3 MUTOXOHAPUH
Hapyxy, TO €CThb 10 IPaAUECHTy NOTEHIMAIA. /[pyruMu cioBamu, ABUXKYILEH CUJIONH TaKOro
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oOMeHa sBisIeTcs MEMOpaHHBIM MOTEHIIMAJ, BO3HMKAIOMIMM B pe3yjbTaTe IMepeHoca
37eKTpoHOB. Pacuér mokaseiBaet, uto Ha ADP-ATP-o0MeH pacxomyercss OKOJIO 4YeTBEpTH
CBOOOJTHOM SHEPTHHU, BBHICBOOOKIAIOMICHCS MPU TPAHCIOPTE AJIEKTPOHOB 1Mo 1ienu. [pyrue
TPAHCIIOPTHBIE CHCTEMbI TaK)XE€ MOTYT HPUBOJUTHCS B JACUCTBHE 3JIEKTPOXHUMHUYECKUM
rpaguenToM. K wuX uucimy, Hampumep, OTHOCHTCS TpaHCIIOKa3a, oOOecreunBaromas
NOCTYIIJICHHE B MUTOXOHIpUH (ocata, Heooxoaumoro st cuareza ATP (puc. 6.2).

H* H*
ATP-cunrasa |
ATP-ADP- Tpaxcnokasa
TPaHC/IOKa3a tocpara (
3_.:.' | MpixaTensHbie
Marpukc ATP4- ADP t Py H' v | / KOMILTEKChI
MHTOXOHJpui k } 1 1 | ] T ' ;
Bayrpewnss | 11 | || |l |
MHTOXOHJIpHaNLHasA |
membpana | =
t o I l
LiuTo3ons ATP~ ADP- Pi H* H* H*

AHTHNOPT Cumnopr
Puc. 6.2. Tpancmembpannviii mpancnopm 6 MUmoxoHOpusix, césa3antulil ¢ cunmesom ATP

Ecmm ucxonute u3 ponymenus, uto ADP u docdar yxe HaXoaaTcs B MaTpUKCE, TO
KaKJI0M CHHTE3UpOBaHHOM MoJjekyine ATP cOOTBETCTBYyeT MPOXOXKIECHHE udepe3 CHUHTa3y 3
npotoHoB. ADP-ATP-oOMeH B uHCTOM BHAEe cO34aéT Ha MeMOpaHe >JIeKTPUUYECKUN
NOTEHIIMAJ, TTOCKOJBKY 3apsbl Y ATHX MOJEKYJ OTIMYAOTCS Ha equHHIy. YToOBI Takon
OOMEH CTall 3JEKTPOHEUTPAIbHBIM, B MHUTOXOHJPHUIO JOJDKHO IOCTYHaTh 3KBUMOJISIPHOE
KOJIMYECTBO MPOTOHOB, KOTOPbIE 3aTe€M IPEACTOUT BbIKauaTh oOpatHO. [losTomy, ¢ yuérom
«TPaHCIIOPTHBIX PacxoqioB», cuHTe3 1 momnekynasl ATP (mocTtymHO# /uisi MCTIOJIB30BAaHUS B
LUTOIJIa3Me) CONMPSHKEH € epeHOCcOM 4 MPOTOHOB U3 MAaTPUKCa HAPYKY.

Kaxnoit mape anekTpoHoB, nepeHecéHHbIX 0T NADH Ha kucnopon, coorserctByer 10
IPOTOHOB, MEpPEeKaYaHHBIX U3 MUTOXOHJIPUAIBHOTO MaTpukca. Takum oOpa3om, okucieHue 1
mosiekynsl NADH, yxe Haxopnsmielics BHyTpY MUTOXOHJPHUH, JOJKHO MPUBECTH K CUHTE3Y
2,5 monekyn ATP, a okucnenume 1 momekynsi FADH> (4TO SKBHUBaJIEHTHO MOJIEKYJIE
CykiuHaTta) — K cuHTe3y 1,5 monekyn ATP. Panpme nonaramu, 4TO CHHTE3HPYHOTCS
COOTBETCTBEHHO, TpU U JABe Moiekyiasl ATP. DT BenuuumHBl NPUHATO HA3bIBaTh
oTHomeHussMH P/O, TOCKOJIBKY TIepeHOC 2 3JIEKTPOHOB SKBHUBAJIICHTCH BOCCTAHOBJICHHIO |
aToma KHCIopoAa.

Peryasunsa Q-unkiaa

['maBHasi perymnsius OCYIIECTBISETCS Yepe3 MOTpeOJIeHHe KHUCIOpoJa, KOTOpOe B
CBOIO OYepe/lb peryaupyercsa KonmeHTpamnueit ADP.
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DHEPreTUIECKU «3aps» KICTKU OMKUCHIBACTCS (POPMYIION:
1/, 1ADP] + [ATP]
[AMP] + [ADP] + [ATP]
Knerka ce6s1 uyBcTBYyeT Xopoiuo, korna Z > 0,95, To ecTb BCE NPEHMYIIECTBEHHO B
Busie ATP. Korga konnentpanust ADP Bo3pactaer, 3To ClyKHUT CYIIECTBEHHBIM PETYJISITOPOM

K BKJIIOYEHHMIO BCEX JTamoB CcHHTe3a. [Ipm 3TOM pe3Ko yBeIUYUBAETCS NOTpedieHue
KHCJIOPO/1a M HAUMHAETCS COKUTAHUE.

Koadumument a’pobHOCTH — 93TO OTHOUIEHHWE TOTPEOJICHUS KHCIOpoaa B
npucytctBuu ADP k motpebiieHno kucimopoja B HOpMe.

Jlokaau3anus IPOLECCOB B KJICTKE

B uuro3one unér Bech npouecce raukonusa. [lupysar nomayyaercst B IUTO3071€, 1MOCIE
Yero MpH MOMOIIM CIEeUUATbHON TPAHCHIOPTHOW CHCTEMbI OH MEPEHOCUTCS B MATPUKC, Tle
paboraer mupyBat DH-kommiiekc. 3aech ke B Marpukce jokanu3oBaH Bech LITK, xpome
akoHuTasel U Succ-DH (mockonbky oHa nomkHa ObiTh yacThio OTIl). Ha BHyTpeHHEH
MUTOXOHJIpHaIbHOW MemOpane Haxomutcss OTLl, akonurtaza, Succ-DH, ATP-cunTaza u
TpaHCIIOKa3a.

UMTO30/1b: BECb MMWUKO/N3
Martpukc: nupysat DH-komnnekc

secb UTK, kpome

e —
/ TS aKoHWTasbl 1 Succ-DH
( I BHYTPeHHAA  3TL|, akoHuTasa, Succ-DH,
\ MmembpaHa MTX: ATP-cuHTasa, TPaHC/NOKa3a
~~--..,'-----._--_._..—---‘V""
NOPWHBI
Puc. 6.3. Jlokanuzayus uzyuenHvix npoyeccos

Bo BHemHe#l MHUTOXOHIpUANbHOM MeMOpaHe ecTh IOPHHBI — O€JKH, KOTOphIE

IepecekaroT KJIETOUHYI0 MeMOpaHy M JEHCTBYIOT Kak IOpbl, Yepe3 KOTOpbleé MOTYT
mudyHaupoBath MoieKynbl. [TopuHbl 00pa3yioT HOpHI, KOTOpBIE (DYHKIMOHUPYIOT Kak
MOJIEKYJISIpHBIE CHTa, orocpenys anup@y3nuio HeOONBIINX COCTMHEHHH, BEIMYMHA MOJICKYIT
KOTOPBIX HE MPEBBINIACT AWAMETP JSTHX TOp. DTO CHOCOOCTBYET JIOKAIM3AIMU BCEX
OMOMOJIEKYJT B HY)KHBIX MECTaX.

YennouHsble cucreMbl 11 nepenoca NADH

NADH-neruaporesaza  BHYTPEHHEH  MUTOXOHAPHATBHOW  MEMOpaHBI ~ MOXKET
MPUCOETUHATE AJIEKTPOHBI ToJbKO OT NADH, nHaxonsmerocs B maTpukce. BHyTpeHHss
MUTOXOHJIpHAJIbHAsT MEMOpaHa HerpoHHUIaemMa i HapykHoro NADH, koTopsiii HaxoauTcs
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B 1urto3one. sl mepeHoca 3JEKTPOHOB TMPEIyCMOTPEHBI OCOObIe YEITHOYHBIC CHCTEMBI,
MEPEHOCAIINE BOCCTAHOBUTENIbHBIE AKBUBAJIEHTHI OT IMTO301bHOTO NADH B MuTOXOHIpUUN
HETPSMBIM TTYTEM.

Camasg akTMBHas W3 HUX — 3TO MAJAT-aCNApPTATHAs YeJHOYHAasl CHCTeMa,
JNEHUCTBYIOIIAsE B MUTOXOHJPHUSX NMEYEHH, MoueK M cepauna. OHa MEpPeHOCUT 3JEKTPOHBI OT
uuromiasmarudeckoro  NADH  k  mutoxomapuansHomy NAD'. Drto npuBomur K
oOpa3oBaHuio  MuTOXOHApUanbHOro  NADH,  koTopelii  nmajgee  OKHUCHISETCS B
ANEKTPOHTPAHCHOPTHOM LIETIH.

Buytpenusas
MUTOXOHIpHAAbHAY Matpukc
Luto3onb MeMOpaHa MHUTOXOHIPUH
Imukonus "f
I'moko3a Manat > Manar ’
HAL HAZ
Manartae- Manatne-
ruaporeHasa THIpOreHasa g
HALIH+H HAJIH+H — Lens
nepeHoca
2 Ilupysar Okcanoaterat Oxkcanoauerat 3NEeKTPOHOB
¥ [nytamar w [nyramat s~
L4 . 3 ;
AcnapTraTaMHHO- ALHHDT(E]JTH““H&
TpaHcdepasza | TpaHcdepasa
/ Acnaprar - Acnaprar \
/
a-Ketorayrapar = a-Kertorayrapat
'

Puc. 6.4. Manam-acnapmammuas uennoynas cucmema

1. Hwro3onpubii NADH nepemaér 1Ba BOCCTAaHOBUTENBHBIX JKBUBAJEHTA Ha
IUTO30JILHBINA OKCANTOAIETAT, YTO IPUBOJUT K 00OpPa30BaHUIO MajaTa.

2. Hecymmuii BoccTaHOBUTEIbHBIE SKBUBAJICHTHI MAJIaT MEPEHOCUTCA Yepe3 BHYTPEHHIOIO
MeMOpaHy MpH MOMOIIH MaJIaT-0-KETOTIIyTapaTHON TPAHCIIOPTHOMN CUCTEMBI.

3. B marpukce ManaT nepeaaét JiBa BOCCTAHOBUTEIbHBIX SKBUBAJIEHTAa Ha MATPUKCHBIN
NAD". O6pasoBasmmiics B Mmatpukce NADH okucsercs 5IeKTpOHAMH IbIXATeIbHOM
nenyu MUTOXOHIpUW. [IpoAyKT ManmaTAeruaporeHa3HOM peaklMu OKcajloaleTaT He
CrocoOeH MPOUTH uepe3 MeMOpaHy, YTOObI BEPHYTHCS B ITUTO30JTb.

4. Tlog  peiictBueM  (¢epMeHTa  TpaHCaMWHa3bl  (acrmapraTaMUHOTpaHcdepasbl)
OKcaJoareTar npespamiaercs B acraprart (puc. 6.5).

([IOOH (|:00H |COOH CIZOOH
HzN—CltH + o=c|: o=c|: + HzN—(|3H
R4 Rz R4 Rz
AmuHOKUCNOTA; a-Ketokucnora a-Ketokucnora AMmuHoKUCnOTa,

Puc. 6.5. Tpancamunuposanue
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5. Acmaprar MoxeT OBITh TepeHecéH uepe3 MeMmOpaHy TIyTaMaT-aclapTaTHOU

TPaHCHIOPTHOU CUCTEMOM.

6. B muTo305€ OKCasmoaneTaT pereHeprupyeTcsl 1 HAYMHASTCSI HOBBIH 000POT YEITHOYHOTO

LHKIIA.

B ckeneTHbIX MBIIIAX M B MO3I€ IEPEHOC BOCCTAHOBUTENIBHBIX 3KBUBAJIEHTOB OT
NADH ocymiecTBisieTcss 4E€THOYHOM CHUCTEMOW JApYyroro Tuma. OTO TaK Has3blBaeMas
riaunepoadocharnas yeaHouynas cucremMa. OHa OTIMYAETCA OT ONMCAHHOM BBILLE Mayar-
acrapTaTHOW 4YETHOYHOM CHUCTEMbI KOHEYHBIM 3TaIlloM CBOETO JAeicTBUSA. OTINYHME COCTOUT B
TOM, 4YTO BOCCTAHOBMTEJBHBIE DKBUBAJIEHTHI NEPEAIOTCS €10 B ABIXATEIbHYIO LIENIb M Ha
yOMXHHOH, TO ecTh B KomIuiekc 111, a He B kommiekce 1.

MesxmeMOpanHOe Tnukomms
TPOCTPAHCTBO («+»-CTOPOHA) l
t +
NAD IIUTO30JIbHasA NADH ki H

riunepuH-3-gocdat-
JIeruporeHasa

(|3H20H
-0
Inmunepun-3- JurunpoxcuaneTox-
docdar docdar CH, ~0-(®
CH,OH
CHOH MUTOXOH/PHAJIbHAS

rimuepuH-3-ocdar-
JleruporeHasa

- III

Marpukc
(«—»-cTOopoHa)

Puc. 6.6. ['muyepongocpamnasn uennounasn cucmema

I'muniepondocdarHas yenHOYHAsh CUCTEMa HCIONB3YeT IUTHApOKcHaneToHdocdar
(AUAD), obpasyrommiics Tpu paciieruieHuu Qpykrto3o-1,6-audocdara anpnonazoir. B
muToruiazmMe aekTponsl oT NADH mnepenatorcs Ha JAI'AD ¢ oOpa3zoBaHueM TiUIEpUH-3-
docdara. ITO TPOUCXOAUT TpPH ydacTuu (epMeHTa riuIepuH-3-hochaTaeruaporeHas3sl
(3mech ¢epMeHT Takke Ha3BaH Mo oOpaTHO#M peakumu). [munepuH-3-¢pocdar mocTuraet
BHYTpEHHEH MeMOpaHbl MHMTOXOHAPHHM (BCIIOMHUM, YTO BHEWHss MeMmOpaHa Juis
OOJBIIMHCTBA HU3KOMOJEKYJISIPHBIX BEIECTB HE SBJIAETCS NpEerpanoil), riue IiIulepuH-3-
dochatnernnporenaza, BCTpoeHHas B MeMOpaHy (IIpOCTETHYECKOH rpymmoii ¢epmenra
ciyxxut FAD), mnepemaér smeKkTpoHbl ¢ riuuepuH-3-gpochata B  MHUTOXOHAPHATBHYIO
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AJIEKTPOHTPAHCTIOPTHYIO 1ienb. OOpazyronuiics npu 3Tom JIIAD Bo3Bpamaercs B
UTOIJIa3My, 3aMblKasi TakUM OOpa3oM YeNHOYHbIM IuKI. Heob6XoauMo OTMETUTh, 4YTO
MEePEHOCUUK AJIEKTPOHOB TIUIEpHH-3-(hochaTr He MPOHUKAET B MAaTPUKC MUTOXOHIpHM. Ero
3a7la4a — MEPEHECTH JJIEKTPOHBI ¢ IuTomiazMarnueckoro NADH Ha MUTOXOHApHAIBHYIO
AIIEKTPOHTPAHCIIOPTHYIO LIEMb.

MexaHnu3M B3auMOIIPEBpAllCHUs] OKcajoallerara W acnaprara, B OTJIMYHAE OT
rimnepondocdaraoro, ooparum u nocrapiseT NADH B MUTOXOHIpHH JTUIIb MPU YCIOBHH,
uto otHouienne NADH/NAD™ B nuromniasme BhIIIE, 4EM B MUTOXOHIPUATBLHOM MaTPHKCE.

Takum oGpazom, monekynsl NADH, oOpazoBaBimecss B XOf€ TIUKOJIU3a, OTAAIOT
CBOM  Mapbl  JJEKTPOHOB  JHOO BHYTPMMUTOXOHApUAITbHOMY ~ NAD', 160
MUTOXOHJpHaTbHOMY FAD, B 3aBUCHMOCTH OT TOro, KakOW YEIHOYHBIA MEXaHU3M
npeobiagaeT B JaHHOM  KjeTke. biaromaps 9Toil  HEOMpeneIeHHOCTH  OJIHOM
nuroriasmMaruaeckor Mmonekyiae NADH otseuaer cuntes ot 1,5 1o 2,5 monekyn ATP.

ITpu oxucnenun Mosekynsl Ioko3sl 10 CO2 u H20 Beixon monekyn ATP n3 pacuéra
Ha TIOJHOCTBIO OKHCJICHHYIO MOJEKydy cyOcTtpata cocrasiser oT 30 mo 32 Monekyn B
3aBUCUMOCTH OT TOTO, KAKOW TUII YETHOKA UCIOJIb3YyeTCs A uTomnnazMatuiaeckoro NADH.

Otkyna GepyTcsi 3TU 3HAYCHHUS?

Hexoropoe  kommuectBo  ATP  cuHTesupyercss B XoAe€  CyOCTpaTHOTO
dbochopunupoBanus: 2 Monekynsl ATP mocraBnser riawmkonu3 (mpomyrupyroTcs 4, HO 2
pacxonytores) u emé 2 monekysnbsl ATP (y muekonuratonux 3to GTP) oGpasyrorcst B iukiie
JUMOHHOW KHCJIOTHI (M3 | MOJEKyNbl TIIOKO3bI 00pa3yroTcss 2 MoJieKysbl aneTui-CoA,
3amyckaromue jaBa obopora mukia). Mrak, B mporecce cyocTpatHoro (GpocopuinpoBaHus
cuHTE3upyroTcst Bcero 4 monekyiasl ATP, a Bce ocranbHble 00pa3yioTcs B MUTOXOHIPUSX C
y4acTUEM LIENH NIEPEHOCA IJIEKTPOHOB.

[Tpu rnukonuse B nuToriasmMe oopasyercs takxe 2 moiekyinsl NADH Ha 1 monekymy
roko3bl. Ux okuciienne yBeauyuT Bbixod ATP Ha 3-5 Monekyn B 3aBUCUMOCTH OT THIIA
ucronb3dyemMoro 4einHoka. Kpome Toro, B pacyere Ha | MOJEKyly TIIFOKO3bI
MUpYBATAECTUAPOreHaza npou3BoauT 2 mMosekyiasl NADH, a uukia JMMOHHON KHCIOTHI — 6
Mosekyll NADH. Ux okucnenue npuBoauT kK cuHte3y 20 monekyn ATP. Emé 3 momekyinbl
ATP o6pa3yrorcs 3a cuet okucnenus FADH, npu npeBpaimiennu cykimaarta B yymapar.

Cymmupys Bce 3T uucia (B CKOOKax — 3HAYCHHS IS TIHIEpUH-3-hocaTHOrO
4enHoka), momydaem: 2 + 5(3) + 2 + 20 + 3 =32 (30).

3aMeTuM, YTO 3Ta BENUYHMHA NMpUOIH3UTENbHA. TOouHO ONeHHTHh Bbixoa ATP MoxHO
TOJILKO MU cyOcTpaTHOM (ocHOpUIMPOBAHNH, @ COOTHOLLICHHE MEXTYy BRIOPOCOM MPOTOHOB
u cuate3oM ATP He sBisieTcst GUKCUPOBAHHBIM.
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Jlekuus 7. Ilenro3o¢ocharHblii nyTh

[Tenro3zodochaTHbIl TyTh MOXKHO OTHECTH K BapUaHTY IMOJYTOPHOTO METa0OIM3Ma.
OTO BTOPHYHBIA MyTh KaTaboNM3Ma TIIOKO3bI (MEPBUYHBIA — rIHMKoONM3). OH COCTOUT W3
HECKOJIbKUX MPOLIECCOB, KOTOPbIE CBS3BIBAIOTCS JIUIIL YCIOBHO, TaK KaK MOTYT CyIIECTBOBATh
onuH 6e3 apyroro. Mx o0wenunenue Heobs3aTenbHO. [leHTo30docharHpii myTh BKITIOUAET
OKHCITUTEIBHBIM M HEOKUCIUTENbHBIN dTamn (puc. 7.1). Ecnu cbamancupoBanbl mOTpeOHOCTH
KJIETKH B IBYX MPOJYKTax B sHepreTndeckoM skBuBajieHTe NADPH u B menTo3e i pubo3o-
5-ocdate, To BCe OrpaHMUMBACTCS OJTHUM JITArioM — OKHcIuTeNbHBIM. NADPH Baxken s
OouocuHTe3a KHUpHBIX KucinoT. Opranmsmy mins nocrpoerus JIHK, PHK HyxHO MHOrO
pr603b61. OKUCIUTENBHBIN 3Tl MO3BOJIAET MOIYYUTh 00a pparmenTa.

Heokucam-
TeJIbHBIH OKHCIUTENLHBIH
JTan 3TaIll

I | I
Imioxoz0-6-pocdar

NADP* 2 GSH
l'leT'dTMOH-
penyKTasa

TpaHCKETOJIa3a,
Tpancaslbnonasa NADPH GSSG
l JKvipusre
6-DocdormoxoHar KHCJIOTBI,

NADP+ CTECPHHDI U OP.
BOCCTaHOBHU-
TEeJIBHBII

COy, NADPH- GuoCcHHTE3
IIpemmecTBeHHUKI

Pu6yno30-5-ocdar

Pu6o30-5-¢pocdar

Hyxmeotunsl, koepMeHTH,
AHK, PHK

Puc. 7.1. Obwas cxema nenmosogocghammuozo nymu

OKUCINTEILHBIN dTAll

OKHUCIIUTENLHBIN dTAll €CTh BCETA.

1. I'moko3a 3a cu€r ATP mon nelictBueMm ¢epMeHTa reKCOKHMHAa3a MpEeBpaliacTcs B
TIII0K03a-6-hocdar.

2. T'moko3a-6-pochar momBepraercss OKHCIEHUIO TON JelicTBUeM (epMeHTa
nerugporenasa. IIpu stom NADP® Boccranasnusaercs 10 NADPH (NADP, a me NAD,
4TOOBI MOKHO OBLITO CO3/1aBaTh OTACIbHBIC LEHTPHI MOCAIKA M HE3aBUCHMO DPETYIHUPOBATH
Katabonmyeckuid u anabonmueckuii mytu). Ilomyudaercs ¢ocdorimokoHonakToH. Peakmums
obpaTnma.
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3. Tmaponu3 nakToHa TOA JEWCTBHEM (EepMEHTa JIaKTOHAa3a, MOJydaeTcs
dbochormoKoHOBasT KUCIIOTa, PEaKIIUs Takyke oOpaTuMma.

4. CuoBa NADP" Boccranasnusaerca 10 NADPH, Ho npu stom emgé yieraer CO2 B
BUJIC KapOOKCHIIBHOW TPYMIIBI. DTO OKUCIUTEIHFHOE JTEeKapOOKCHIMPOBAHHUE O JCHCTBHEM
dbepmeHTa aeruaporenasa/nekapookcuiasa, oopasyercs puodynoso-S-pocdar.

5. M3omepuzanus (pepmeHT — meHTo3odocharuzomepasa), odpazyercs pub030-5-

docdar.

CH,0H CH,O® CH,O0®
0N ATP NADP NADPH H H,0
(0] ;_'
FEKCORMHE33 OH ,D,eﬂfl,ﬂ,pf)feHde NaKToOHa3a
(o{e]e] +
H,0 H OH NADP NADPH H CO, ([‘,HZOH CHO
\ HO H \ f‘ :‘: C=0 H OH
—— Mo < HiOH <—| 4 -oH
NaKToHasa H OH AernaporeHasa u3omepa3a
CH,00@) H OH H OH
2 CH,0®) CH,0®)

pnbynoso-5@
Puc. 7.2. Oxucnumenvuulii 5man nenmo3soghocpamnozo nymu

Htor okuciautenpbHOro sTama MneHTo30ogocdarHoro myTu — TreHepanus 2 MOJeKyIl
NADPH wu pu60o3o-5-ocdara. Pu6osza nam nyxna B JIHK u PHK. NADPH Tak e Gorar
sHeprueit, kak © NADH, To ecTth mo maee ero MOXXHO OBUIO OBl HCIONB30BATH IS
npoussozactea AT®. Ho B nurozone NAD/NADH > 1, To ectb NAD' ucnosib3yercs B
ravkosuse (kataboaudeckuit nmpouecc). A NADP/NADPH « 1 B mmTO305I€, TO €CTh
NADPH wucnonbs3yercst anabonuyeckux nporeccax (OMOCHHTE3 B MEPBYIO OYepeIb KUPHBIX
KHUCJIOT).

HeoxuciaurteabHbIN dTAN

Ecmm y xnetku cOanmancupoBaHbl TOTpeOHOCTH B prub030-5-hochare 1 NADPH, To
ecth Hyx)HO cuHTe3upoBaTh JJIHK/PHK u uto-To GmocuHTE3MpOBaTh, TO BCE 3aKOHYUTCS Ha
OKuCIHUTEeNTbHOM d3Tane. Ho ObiBatoT apyrue cimyuyau. Hampumep, *KUpOBOUM KIETKE HYKHO
oueHb MHOro NADPH, uToObl AenaTh JKHpHBIE KHCIOTBI, HO TIPU 3TOM HET 0C000M
notpebHOCTH B pub030-5-Pocdare. briBaer m oOpaTHas curyanus: KiIeTka coOpaiach
NENUThCSA, €W Hago MHOro Ouomarepwana, 4YTOOBI MPOBECTH PEIUIMKAIMIO W 3aTeM
TPAHCKPUIIIHIO, CIIEIOBATENbHO, TpedyeTrcs MHOro pub030-5-hochara. A Bor NADPH B
TaKoOM cliydae 0co00 He HY)KEH.

HeoxucnurenbHplii 3Tanm NPUXOAMT Ha MOMONIb KaK pa3 B TaKUX CIydasxX, Korjaa
noTpeOHOCTH He cOanmancupoBaHbl. Ha puc. 7.4 oH paccCMOTpeH Ha MpuUMepe MOTpeOHOCTEH
KHUPOBOH KIIETKU. Bo3HMKaeT u30bITOK prnb030-5-hocdara, KOTOPHIH HYKHO YyTHIU3UPOBATH,
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HO IIPU 3TOM HE TepsTh, HE BBIBOJUTH U3 opranu3ma. CrnenuaibHOro MeTaboIn4ecKoro myTi
JUIsl puOO03bl HET, HAJ0 BEPHYTH €€ B TIIIOKO3Y U MO HEOOXOJWMOCTH OTHPABUTH B INIMKOJIU3
nin B raukored. s sroro HyxkHo 4 depmenta: E1 — m3omepasza, E2 — snumepasa, E3 —
TpaHckeTosnasa, E4 — Tpancanpaonasa.

CH,0OH CH,0H
(::_0 0\?/H o\?/H :C=='O
(lZHOH + (|ZHOH ?HOH + ?HOH
|CHOH Ry TpaHcKkeTonasa R, ('ZHOH
Ry Rz
Keroza  Anbposa

(norop)  (akuentop)

NG o N (f
ICHOH + (IZHOH (|ZHOH + (|ZHOH
CHOH Rz TpaHCanbAoNasa Ry CHOH
(:ZHOH (:ZHOH
Ry Ry

Kerosa Anbaosa
(noHop)  (axkuenrop)

Puc. 7.3. Cxema mpanckemonasHou u mpancaibOOLa3HOU peakyull

Tpanckeronasza 3abupaer C2 ¢parment, a ampponaza cuumaer C3 ¢parment. Ito
peTpOoabI0JIbHBIE KOHICHCALUH, B PE3YJIbTaTe KOTOPBIX TO, YTO OBUIO KETO30M, CTAHOBUTCS
albJ030M, a TO, YTO OBUIO ajbJ030H, CTAHOBUTCS KET030i. TpaHCKeToJia3a HCIONb3yeT B
kKadecTBe KodakTopa TuamuHnupodocdar. Tpancanpaonaza He TpeOyeT KOPaKTOPOB Kpome
Kanblus. HakoHeUYHWKOM JEUCTBUS SIBISETCS JIM3WH, KOTOPBIM arakyeT KapOOHMIIbHBIN
YIJIEPOJT U JINIaeT ¢ HUM NMPOMEXyTouHOe ocHoBaHue [lIudda.

IMoaroroBuTE/ILHBIE pEAKIINH:

1. Pu6ozo-5-bochar non neiicruem depmenta El uzomepusyercs ¢ oOpa3oBaHueM
pudyno3o-5-ocdara.

2. Dnumepu3anus TPEThEero aToMa yriepojia ¢ 00pa3oBaHueM KCHITy1030-5-pocdara.

CHO CHZOH CH,0H

H——OH C- 0

H--OH <> — HO

H——OH OH
CH20® CH20® CH20®

Kewnynoso-5@

Puc. 7.4. [loocomosumenvhvie peakyuu HeOKUCIUMEbHO20 SMand
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OcCHOBHBIE peaKkIuu:

1. Kcumynoso-5-pochar (keroza) BcTymaeT B peaknuio ¢ prbo3o-5-pocharom
(ampoza). Ilox neiictuem pepmenta E3 C2 dparMeHT mepeHOCHUTCS ¢ KETO3bI Ha aJIbJI03Y C
00pa3zoBaHHeEM 3-X YIIEPOTHOTO U 7-U YIIIEPOTHOTO COSAMHEHUS: TIIHIIepaIbaeTua-3-gocdar
(GA®) u cenorenTtynoszo-7-pochar COOTBETCTBEHHO.

2. Tlon neiicteueM epmenta E4 mepenocutcs C3 ¢parment, oOpasyercst GpyKTO30-
6-bocdar (MTOrOBBIN TPOIYKT) U IpUTP030-4-hocdat (IPOMEKYTOUHBIN TPOIYKT).

BaxHo: caxap ¢ TpeMs aToMaMH yriepoJia — Tpuo3a, a ¢ YeThIPhMS - TPeo3a.

3. DOputpozo-4-pocdar (ampmo3a) BCTymaeT B PEAKIUI0 C KCHITYJI030-5-hocharom
(xero3a). Ilog neiictBuem ¢epmenta E3 nepenocurcs C2 ¢parment, o0pa3yroTcsi KOHEUHBIE
IPORYKTHI: PpyKT030-6-hocdar n rmunepansaerui-3-pochar (GAP).

CH,0OH
2 ?HZOH
E3 CHO c=0 E4 C=0 CHO
< HloH + HO_FH — HO——H 4+ H-—OH
CH,00) H——OH H——OH H——OH
2 H-oH H—{—OH CH0®
GA® CH20®
CH20® spuTpo3zo-4(®

k1030-6@)
ceporentynoso-7® bpy

CHZ0H
Cc=0 CHO
HO——H + | H—OH
H——OH CH,0
H——OH 20®
CH0® GA®

bpykTo30-6@
Puc. 7.5. OCHOGHblepeaKI/}uu HEeOKUCIUmMelbHOo20 smana

Takum 00pa3zom, pe3yiabTaTOM HEOKHCIHMTEIBHOTO 3Tama sBIsSeTcs oOpa3oBaHUE U3
Tp€X meHTo3 (pub030-5-hochar m 2 MONEKyNbl KCHITysn030-5-pocdaTta) IBYX IIEHHBIX
NpoayKTOB (riuiepanbaerua-3-gochar u 2 MoOJEKyJIbl (PpykTo30-6-pocdaTa), KOTOpbIE
noayT Ha oOpa3oBaHME TJIIOKO3bI B TUIFOKOHEOTeHe3e. To ecTb M3 6 TMEHTO3 B
TIIIOKOHEeOoreHe3e OyeT cuenano 5 rekcos. [Ipu 3ToM Ha cTapTe OKHCIUTENBHOrO 3Tamna ObuIio
6 TeKco3, HeJlocTaromre 6 aToMoB yriaepoaa ynerenu B Bune CO;.

31ech peanzyeTcs MeXaHU3M MUHT-TIOHT: peakiyst pepMeHTa co BTOPBIM CyOCTpaToM
OPOMCXOOUT JHUIIb Tocie o00pa3oBaHUs OJHOTO W3 MPOJAYKTOB (PEepMEHTATUBHOTO
HpeBpaIcHus.

Jst nensmerics kinetku He Hy)keH NADPH, Ho HyxHO MHOTO prb6o30-5-docdara,
yTo0b1 cTpouth JIHK. Ecnmm mnpouwsBomuTh Bech HeoOXoauMmblii pub030-5-hochar Ha
OKHCITUTEIBLHOM JTare, To OyJeT CuiibHOE nepenpon3BoAcTBO HeHykHOro NADPH. CkunyTh
€ro W3JIMLIIKM HEBBITOAHO — A3TO IycTas Tpara sHepruu. OpraHusM pemnraer 3Ty 3agady
MOCPEACTBOM  aJbTEpPHATUBHOTO NyTH. B Takol cuTyanmuu HyXHO 3a0bITh TIpO
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TJIAAWIINH AJIEKCAHAP KNPUJJIOBUY

CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

OKHCITUTEIBHBIN 3Tal, B3SATh MPOAYKTHI TNIMKOJIN3a U TPOBECTH PEAKIIUU HEOKUCIUTEIHLHOTO
aTarna B 00paTHYIO CTOPOHY (BCE peaKIIuu 0OpaTUMBI).

IIyrs JDuTHepa-Ayaoposa

Hapsiny c yHuBepcambHbIM THEHTO30(oCpaTHBIM TYyTEM, Yy psla OpraHU3MOB

(HEeKOTOpBIX OaKkTepHuil, apxel W NPOCTEHIINX SyKapuoOT) CYIIECTBYET IIyTh OHTHEpa-

Jynoposa.
+ + Q
H——OH \
Gle Glc-6@® —= HO—H 0 T—=
H——OH naKToHa3a
H—
CH20®
?OO_
?:O —» UTK
H,0 Ccoo H,O ofolel / CH;

\
\ H——OH i‘: c=0
D ——

«— HO H H H anbaonasa
NaKToHa3a H OH Aervaparasa H OH
H——OH H——OH )
CH20@ CH.0@®) CHO coo
2-KeTo-3-4e30Kcu- H+OH —» —» C=0 —» UTK
6-pocdorniokoHaT CH20® (‘:HS

Puc. 7.6. ITyts OHTHEpA-/ly10poBa
OH HauMHaeTCs aHAJIOTUYHBIM 00pa3oM:
I'moko3a 3a cuér ATP mon geiicTBueM QepMeHTa TeKCOKMHAa3a IpeBpaIlaeTcs B
rIoKo03a-6-gocdar.
I'moko3a-6-gochar oxucnsercs TPEXYTIepoaHble 10 TIOKOHOIAKTOH-6-(ocdara.
I[Tpu s5Tom NAD" Boccranasiusaercs 10 NADH.
IToxg neiictBueM (QepMmeHTa TIIOKOHOJAKTOH-THApaTasa (JJakToHasza) oOpasyercs 6-
dbochormokoHar.
ITonq  nmetictBuem ¢epmeHTa aeruaparaza oOpasyercs  2-KeTo-3-Ie30KCH-6-
dbocdormokoHar.
Ilon  neiictBuem  ¢epmeHTa anpoiaza  2-KeTo-3-7e30KcH-6-(hocdoraoKoHaT
paspe3aercsi Ha 2 MOJIEKYJIbI: MUPYBaT (Yepe3 MUPYBATICTUAPOTEHA3HBIM KOMIUIEKC
cpazy unér B UTK) u rauuepansaerundocdar (Ha BTOPOM 3Tare TIUKOJIN3A
IIpeBpalaeTcs B nupyBar, KoTopslid Takxke uaér B LITK).

CymMapHbIil sHepreTudeckuii 3 PexT:
ATP +1 (-1 na mepBoii ctaauu, +2 B TITUKOIN3E)
NADH +2 (+1 na BTOpoOii cragum, +1 B rIHKOIH3E)
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KOHCIIEKT ITOJATOTOBJIEH CTYJIEHTAMM, HE ITPOXOIWJI
IMMPO® PEJAKTYPY U MOXET COAEPXXATbH OLIMBKH
CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

BUOXNMMUA
I'IAIWJIVH AJIEKCAHJIP KMPHUJIJIOBUY

[lo cpaBHEHMIO C TJIMKOJIU30M JTOT IYyTh MEHEE SHEPreTHYEeCKH BBIroAcH. OH
UCIIONIb3YETCSl Kak CpeACTBO Juisl ObIcTporo oOpa3oBaHUsl MHpyBaTa H3 caxapoB. Jlis
aHa’poOoB A(DQeKTUBHEE UCIMOIB30BATh TOJBKO OpOXKEHHE, T.K. TIPH COBMECTHOM
MPOTEKAaHUW HTUX JIBYX IMPOIECCOB HHEPreTUYECKUM BBIXOA MyTH OIHTHepa-llymopoBa
cBoautTcsl Toibko K onHoi monekyne ATP (NADH B mporecce OpoxeHUsT OKHCISETCS 10
NAD"). TToaToMy JaHHBI MyTh BBITOJEH Jis a3pO0OB, & TAKKE IS OPraHU3MOB, KOTOPBIE
KHUBYT B yCIOBHSAX OOJIBIIOTO KOJIMYECTBA ajJbJOHOBBIX KUCIIOT, UCIOJIB3yEMBIX B KaYeCTBE
MCTOYHUKOB MTUTAHUA.

Cunrtes surtamuna C

Cunte3 ButamuHa C W3 TIIIOKO3EI IMPOTECKACT B PACTUTCIBHBIX OpPraHu3Max, HO H

JKUBOTHBIC OpPraHU3MbBl TOXKC HOOJDKHBI €ro I10JIy4daThb. Buramuar C — »3T0 KOJI1arcH,
HpGH;ITCTByIOH_II/Iﬁ BO3HUKHOBEHHIO OOJIE3HU UHIa, KOTOpasA MNPOABIACTCA B XPYIIKOCTH

KOCTEH 1 KOXHU.

[
D-Glecose-1-P LDP-D-Glucose m
a
(]
a—b—a o o i
I F' PP I [ o
or ! o O—P—0O—P—0 H
H"J | |
H o+ HO
HO £H
WaD*
OH
D-Glucuronatls NADH
H_$=D o o UDP-D-Glucuronate
H—C—OH uDe Ha0
- HO a
HO % H 0 o o i
H—E.—{JH f s Ny i ] .
H_E__,UH HO (] I‘-;:I Cl-ﬁ" (&) \Ié?'r
coor OH HO OH
MADPH
MADE
L-Gulonate L-Guomo-1,4-klactomns L-Azcarbic acid

H—
HO—

-:l:H.,.-::-H

I
c=t}

Puc. 7.7. Cunmes sumamuna C
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI
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1. W3 D-rmroko3sl cuaTe3upyercs D-rimroko3o-1-dgocdar

2. U3 D-rmokoso-1-pocdara cuntesupyercs UDP-D-rmoko3a (3ammura  mepBoro
TTOJIOXKEHUS).

3. YeThIpEXINEKTPOHHOE OKHUCJICHUE O-TO TOJOXKEHHS 10 KapOOKCHUIBHOW TPYIIBI C

obpazoBannem UDP-D-rmokypoHara.

Cusitne UDP ¢ o6pazoBanuem D-rimokypoHara.

Oxwucinsercs 6-e noJ0XKeHNe, BOCCTAaHABIMBAETCS TIepBoe, MorydaeTcs L-rynonar

OtmieryieHre BOJbI U IOMy4YeHUe L-ryinoHomakToHa

N e

OO6pa3zoBanue 1BOIHON CBA3M, oMy4yeHHEe L-ackopOMHOBOW KUCIOTHI — BUTaMuHa C
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KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/IHI/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

Jleknusa 8. KaTa00u3M ;KHPHBIX KHCJIOT

Pacmenyienne, akTuBanus ¥ TPAHCNOPT KUPOB

Knerku criocoOHbI osyyaTs 6oratbie SHEpTruei JKUpHbIE KUCIOTHI TPEMS CIIOCOOaMU:
1. u3 KUPOB, COAEPKAIIMUXCS B IUILE
2. U3 XKUPOB, 3aIIaCEHHBIX B JKUPOBOM TKAHU — aJAUIIOLIUTOB
3. W3 )KUPOB, CHHTE3UPOBAHHBIX B KJIETKaX C IIOMOIIBIO0 CHHTA3bl AKHUPHBIX KHCIOT

VY KMBOTHBIX JKUPHbBIE KHUCIOTHI TPUALWITIMLIEPUHOB AT 3HAYUTEIBHYIO JO0JIO
OKHMCIIUTENbHON HEepruy. TprUaluIrIMIepruHbl TUIU B TOHKOM KHMILIEYHUKE IPEBPALIAIOTCS B
SMYJIbCHIO MO AEHCTBUEM COJICH JKETUHBIX KUCIIOT, TUAPOIU3YIOTCS KUIIEYHBIMU JINIIA3aMH,
BCAChIBAIOTCSl  DIUTEIUAIBHBIMU  KJIETKAMU  KUIIEYHMKA, BHOBb IPEBpAIAlOTCA B
TPUALWITIIMLIEPUHB], a 3aTéM BKJIIOYAIOTCS B COCTaB XWJIOMHKPOHOB BMECTE CO
crenn(pUIecCKUMHU aroIUIONPOTEMHAMHU. XHJIOMUKPOHBI JOCTABISAIOT TPUALMITIUIICPUHBI K
TKaHsM, TJI€ JUIONPOTENHINIIA3a BBICBOOOKIAET U3 HUX CBOOOJHBIC )KUPHBIC KUCIOTHI JIS
NPOHUKHOBEHUS B KJICTKH. [pUAIMITIUICPUHBI, XpaHALIMECS B JKUPOBOW TKaHWU,
aKTUBUPYIOTCS TOPMOH-YYBCTBUTENBHOM  TpuanuiariavuepuHiaunasoi. OOpa3oBaBuivecs
KHUPHBIE KUCJIOTHI CBS3BIBAIOTCS C CHIBOPOTOYHBIM aIbOYMHHOM M INEPEHOCITCS KPOBBIO K
CepAlly, CKEJIETHbIM MBIIIIAM U JPYI'MM TKaHSIM, HCIOJIB3YIOUIMM >KUPHBIE KHCIOTHI B
Ka4eCcTBE CTOUHUKOB SHEPIUH.

BHe 3aBucuMoCTH OT criocoba MOJy4YeHHUs, JKUPHAsE KUCIIOTa B KJIETKE OKa3bIBAeTCs B
uTo30sIe. A (epMEHTHl OKHCICHHS XMPHBIX KUCIOT B KJIETKaX >XMBOTHBIX HaXOISATCS B
MaTpUKCe MUTOXOHIpHM. JKUpHbBIE KHCIOTHI ¢ LEMsIMH U3 12 U MEHee aTOMOB yriepoja
NIOTIAJAl0T B MUTOXOHJpUU 0€3 MOMOIIM MEMOpaHHBIX nepeHocunkoB. Cocrosimue u3 14 u
OoJsiee aToMOB yriiepoza (a 3T0 OOJIBIIMHCTBO CBOOOTHBIX KHPHBIX KHCIIOT, MOTYYaEMBIX C
NUILEH WK U3 )KUPOBOM TKaHU) HE CLIOCOOHBI IPOMTH Yepe3 MUTOXOHAPHATIbHbIE MEMOPAHHBI.
BHavane oHM JOJKHBI NMPOWTH 4Yepe3 TpU (PepMEHTATHBHBIC PeaKIUH KAPHUTHHOBOIO
nepeHoca.

OxazaBIIMCh BHYTPU KIJIETKH, >KAPHBIC KHUCIOTHl AaKTUBHUPYIOTCS Yy BHEIIHEH
MHUTOXOH/IPHATILHON MeMOpaHbl mpeBpamieHueM B ami-CoA-THO3(UPHI JKUPHBIX KHCIOT
(puc. 8.1). IlepBasi peakuusi KaTaIU3UPyeTCss OCOOBIMU U30(PepMEeHTaMu (OHU CIICIU(UYHBI
K JKUPHBIM KHCJIOTaM C KOpPOTKOH, cpeiHed win Oosee JUIMHHOW YTJIepOJHBIMH IIETISIMU),
KOTOPBIC HaXOSATCS HA BHEIIHEH MUTOXOHAPHUAIIbHON MeMOpaHe. D10 anmi-CoA-CHHTETa3bl.
OHU aKTHBHPYIOT pPEaKIHUIO 00pa30oBaHUsA THOI(PHUPHON CBS3M MEXKIYy KapOOKCHUIIbHOMN
TPYIION JKUPHOM KHCIOTHI W THOJOBOW Tpymnmoil kodepmeHTa A, uro ma€T oOpa3oBaHUE
anuia-CoA-TIpOr3BOIHBIX JKHPHOW KHCIIOTHI B compsikeHo ¢ pacrianom ATP no AMP u PPi.
Peakiuss unér B 1OBe CTaguM M BKJIIOYACT alMJIaJECHWIAT >KUPHOM KUCIOTHI B KauyecTBe
IPOMEXYTOUHOTO coenuHeHus. Anuia-CoA-pou3BOAHBIE KUPHBIX KHCIOT — 3TO
BBICOKOIHEPreTUYECKHE coeNnHeHHs. VX TUApOIu3 10 CBOOOAHBIX KXUPHBIX KUCIOT U CoA
COIIPOBOKIAETCS OOJIBIINM OTPUIATEIBHBIM H3MEHEHUEM CTaHIapTHON CBOOOIHOW SHEPTHH.
ObpazoBanue ammi-CoA- MpoU3BOAHBIX ropasio Oosiee BHITOHO Onarofaps TUAPOIU3Y 08)X
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BbICOKORHEepreTudeckux cBs3eid B ATP. [Tupodocdar, o6pazyromuiicss B peakiiuu akTHBAIUH,

TYT K€ MOJABEepraeTcs ruAposIn3y Moj AeHCTBUEM HeopraHuueckoi nupodocdarassl, KOTopas

HaIpaBJIsieT PEaKIMIO aKTHUBAIlMK B CTOPOHY oOpa3zoBanus anuia-CoA-TIpOru3BOIHOTO JKUPHON

KHUCIIOTBHI.

O O O

] [
O—P—0—P—0_r—Q

| | ]
O O ( O ATP

/07
R—C\ Kupnas kucsiora
N
o ATP apennnmpyer
atnn-CoA- kapborcunar-uon, o6pasyst
CHHTCTA3A @ Al ICHUIAT JKUPHOM KMCJIOThI

JKUPHBIX

eTOT 1 PP;. PP; cpa3y ke ruipoausyercst

Ha Jipe MoJieKyinl P;.

0]
I
> 9 (o—p—c

_O_Il)_o_ Il)_ (O + R— C\\ O~ AmurageHwsIaT KAPHOH KHCIOTHI
O O~ r 0] (cBsi3anHHBI ¢ hepMEHTOM )

IMupodocdar CoA-SH Tuonosas rpynna kodepmenTta A

a : I[: ::;!(: I( (‘);‘\— @ aTaKyeT aluIaJleHuaT (CMeIIaHHbIH
HEOpraHMYeCKast E,;,‘],,,’,,,‘;(l AMP anrugpun), samenias AMP v o6pasyst
mupocdocdarasa KMCJIOT ami-CoA-troadup xupHoit
o) KHUCJIOTHIL.
7
2P; R— C\ Anni-CoA-

N J L
Y

AG'® = —19 x/Ix /Mo AG' = —15 k[l /Moab
(11 ABYXCTAIMITHOTO TIPOIIecca)

S-CoA ITPOU3BOHOE )KI/IpHOﬁ KHCJIOTbI
J
Y

Puc. 8.1. Mexanuszm peaxyuu npespawenus sxcupnoti kuciomoi 8 ayui-CoA-npouzeoonoe

KupHble KHCIOTBI, TpeAHAa3HAYCHHbIE I OKUCICHHS B MUTOXOHIPHUSAX, BPEMEHHO
NPUCOCTUHSIOTCS K  THAPOKCWIBHOM  rpymme  KapHutuHa  (puc. 8.2), oOpasys
allMJIKAPHUTUHOBOE TMPOU3BOJHOE, 4YTO U €CTb BTOpasi CTagusi TPAaHCMEMOpPaHHOTO
TpaHCIopTa. JTa mepedTepuduKanmsa KaTaTu3upyeTcsl KapHUTHHanuATpancdepazoit | Ha
BHelHe memOpane. Ilepexon B MexmeMOpaHHOE MPOCTPAHCTBO MPOUCXOTUT Uepe3
OTPOMHBIEC TOPHI (0Opa3oBaHHBIC OETKOM MOPHMHOM) Ha BHEmIHeW memOpane. [locie 3Toro
AIWIKAPHUTUHOBBIA 3(Up >KUPHOMH KHUCIOTHl IOCTYMAaeT B MAaTPUKC IO MEXaHU3MY
oOneryeHHo auddy3un yepes aruIKapHUTHHOBBIN/KAPHUTHHOBBIA IEPEHOCUYHUK BHYTPEHHEN
MUTOXOHJIpHAIILHON MeMOpaHsbI (puc. 8.3).

CH;

CH3—1\|T+—CH2—CH—CH2—COO_
tn,
Puc. 8.2. Kapnumun
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BUOXUMMUA [IPO® PEJAKTYPY U MOXET COZIEPXKATb OLLUUBKHI

FHAI[I/IHI/IH AHEKCAHHP KUPWLIOBUY CJIEJVTE 3A OBHOBJIEHUMAMHU HA VK.COM/TEACHINMSU

Tperbsi cTagusi KapHUTUHOBOTO IEPEHOCAa COCTOUT B TOM, YTO alWjIbHAs rpymnmna
JKUPHOW KHCJOTBHI C TIOMOINBIO KapHUTHHammiTpanchepassl Il (T.e. depMeHTaTHBHO)
MEPEHOCUTCS C KAPHUTUHA HAa BHYTPUMUTOXOHAPUANBHBIN KohepMeHT A. DTOT u3ohepmMeHT,
PacCIOIOKEHHBIN Ha BHYTPEHHEH TOBEPXHOCTH BHYTPEHHEH MUTOXOHIPHAIIBHOW MEMOpPaHbI,
perenepupyet ai-CoA-mpou3BOIHOE KUPHOW KUCIOTHI U BBICBOOOXKIAET €ro BMECTE CO
CBOOOJHBIM KapHUTHMHOM B MaTpukc (puc. 8.3). KapHUTHH BHOBb TPOHUKAET B
MeKMEMOpaHHOE MPOCTPAHCTBO Yepe3 alMIKAPHUTHHOBBINA/KaPHUTHHOBBIM NEPEHOCUHK.

BHenrHsist MUTOXOH/IpHATbHAST BuyTpenHsst MUTOXOH/IpUAIbHAsT
MeMGpaHa MeMGpaHa
Iuro30b B MeskmeMOpaHHoe = Matpuxc
NPOCTPAHCTBO
Kapuurun-
N 3 y :

0 /\aulxmrpancquasa 11

X 7 7
R—C\ R—C
S-CoA Kapruun

. AN
O \—.—/I<apHMTHH i |
Va
CoA-SH | \ Kapautyn

Kaprovrrm- / [Iepenocuuk
aruTpancdepasa | &

CoA-SH

Puc. 8.3. Ilponuxnosenue H#cupHoti Kuciomol 8 MUMOXOHOPUIO

OTOT TpEXCTAAUMHBIA NPOLECC MEPEHOCA JKUPHBIX KHUCIOT B MHUTOXOHIPHH,
BKITIOUAIONU oOpa3zoBaHue cinoxHoro 3¢gupa ¢ CoA, TpaHCITepU(DUKAIMIO C KAPHUTHHOM,
MoCJie Yero cieqyeT MepeHoc u oOpa3zoBaHUE HOBOTO ciokHOTO 3¢dupa ¢ CoA, cBS3bIBAET
MeXAy coOOH JBa M30JUPOBAHHBIX APYr OT npyra myja kodepmenta A u anuia-CoA-
IIPOU3BOJHOIO JKUPHOM KHUCIIOTHI, OJMH W3 KOTOPBIX HAaXOJMUTCS B LIUTO30JI€, a JPYyrod B
MUTOXOHJPHSIX.

OTU MyJbl BHIMOJHSIOT pa3auuHble QyHkuuu. KopepMeHT A B MUTOXOHAPHAIBHOM
MaTpPUKCE AaKTUBHO HCIIOJIb3YETCS B OKUCIUTEIBHOM paCHICIUVICHUH MUpyBaTa, MXUPHBIX
KHACJIOT M HEKOTOPHIX aMHHOKHCIIOT, TOTJa Kak KOo(epMeHT A B IIMTO30Ji€ Y4YacTBYET B
OMOCHHTE3€ XKHUPHBIX KUCIOT. AUmI-COA-ITPOU3BOIHOE KUPHOM KHUCIOTHI B IIUTO30JIbHOM
myJie MOXKET HCIONB30BaThCA JUISI CHHTE3a MEMOpPAHHBIX JMIUIOB WU yd4acTBOBATh B
MEepeHOCe B MHUTOXOHIPHAIBHBIA MATPUKC I OKHCIeHHs ©u oOpaszoBanmsi ATP.
[IpeBpanieHne B KApHUTUHOBBIN A(DUp HANIPABIISAET aAllMIBHBIN (ParMeHT KUPHOHN KHUCIOTHI Ha
IIyTh OKUCJICHUSI.

OnocpenoBaHHOE KapHUTHHOM TPOHUKHOBEHHE JIMMUTUPYET OOIIYI0 CKOPOCTh
OKHCJICHUSI JKUPHBIX KUCIOT B MHUTOXOHJPHUSX U CIY>KUT TOUKOW perynsauuu. Kak TOJIbKO
a-CoA-Ipou3BOAHOE JKUPHOW KHMCIOTHI OKa3bIBA€TCS BHYTPU MHTOXOHIPHUH, OHO
MOJBEpraeTcs ISHCTBHIO LIETOT0 psifa (epMEeHTOB MaTpUKCa.
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B-OxuciieHue s KMPHBIX KHCJIOT

[lepBas craaust B-OKUCICHUS KUPHBIX KUCIOT COCTOUT U3 YETHIPEX (hePMEHTATUBHBIX
KaTaJIu3upyeMbIX peakuuil (puc. 8.4, a).

IlepBasi peakuusi KaTaJIu3UpPyeTCs] OIHUM U3 TPEX HU30PEPMEHTOB, KOTOpHIE
HasbiBatoTcs auui-CoA-geruaporeHazaMu, KaXIblid U3 3TUX M30(EepMEHTOB crienu(HUUeH K
AWy KUPHOM KUCIIOTHI C ONPEACIEHHOMN JUTMHON YIIE€pOIHOM 1IEMH:

e VLCAD - ammun-CoA-neruaporeHasa oueHb JJIMHHOM 1ienu (OT aHTJ. very-long-chain
acyl-CoA dehydrogenase) neiicTByeT Ha JKUpHBIE KUCIOTHI ¢ 12-18 aTomamu yrieposaa

e MCAD - ammun-CoA-neruaporeHasa cpeaneit nenu (ot anri. medium-chain acyl-CoA
dehydrogenase) NeficTByeT Ha KUPHBIE KHCIIOTHI ¢ 4-14 aToMamu yriaepona u

e SCAD - amun-CoA-nmeruaporeHaza KOpoTkou 1ienu (ot aHri. short-chain acyl-CoA
dehydrogenase) NefiCTByeT Ha )KUPHBIE KHCIIOTHI ¢ 4-8 aTOMaMHu yriepoja.

Otu Tpu U30PepMeHTa OTHOCATCS K ¢uiaBorporenHam u conuepxkatr FAD B kauecTse
MPOCTETUYECKOMN TpyNIibl. IJIEKTpOoHbI OT ami-CoA-nponsBoaHoro nepenocsitces Ha FAD, u
BOCCTaHOBJIEHHAsE (popMa JEruaporeHasbl TYT K€ OTHAET MX MEPEHOCUUKY DJIEKTPOHOB B
JBIXaTeTbHON e MHUTOXOHJAPUN — 3JeKTpoHnepeHocsuiemy ¢uaponporenny (ETF, ot
anri. electron-transferring flavoprotein). Karamusupyemoe ammi-CoA-meruaporeHa3oi
OKHUCJICHHE aHAJIOTHYHO JETHAPUPOBAHUIO CYKIIMHATA B ITUKJIE TPUKAPOOHOBBIX KUCIOT. B
o0enx peakuusx (hepMEeHT MPHUKPEIUIEH K BHYTPEHHEH MeMOpaHe, MEXIy o- U [-aToMaMu
yraepoaa KapOOHOBOHM KHCIOTHI 00pa3yeTcsi ABOWHAS CBsI3b, B POJHU aKIENTOpa 3JIEKTPOHOB
BeicTynaeT FAD. B uTore smeKTpoHBI MOCTYMAIOT B JBIXATENbHYIO ILEMb W TOMATaloT Ha
KHCIIOpOZ, IpU 3TOM CcHUHTe3upyercss npumepHo 1,5 monekynsl ATP Ha onny mnapy

3JIEKTPOHOB.
Bo Bropoii peakumu non aelctBueM eHomn-CoA-ruapaTtasbl MO JABOMHOW CBA3U
mpanc-A*-enoun-CoA TpHCOeNUHSeTCS BoAa ¢ oOpa3soBaHMeM L-crepeomsomepa — -

ruapokcuarii-CoA (3-ruapokcuanuia-CoA).

B Ttperbeii peakuuu L-B-ruapoxcuannn-CoA nperuapupyercs moa JeictBuemM -
runpokcuai-CoA-zaeruaporenassl, oopasys B-keroanmin-CoA. DTOT (pepMEHT MOITHOCTHIO
cneuuuyen k L-crepeomsomepy runpokcuammi-CoA. B ponm akuenTopa 3I€KTPOHOB
soictynaer NAD'. OGpasyromuiics B peakuun NADH ormaér snekrponsi NADH-
JETUporeHase, 3JIeKTPOHHOMY MEPEHOCUYHUKY JIbIXaTEIbHON LENH, U KaK TOJBKO 3JIEKTPOHBI
nonazaaroT Ha Oz, 3 ADP o6pazyercs ATP.

YerBéprasn peakunusi katammsupyercs ammi-CoA-aneruntpancdepasoi (THoa30i),
KOTOpasi crmocoOCTByeT peaknuu P-ketoanuia-CoA ¢ MoJieKkyoi cBoOoaHOro KodepmeHTa A
JUIS OTUICTICHUS] TEPMUHAIBHOTO JBYXYTJIEPOJHOTO KapOOKCHMIBHOTO (pparMeHTa MCXOAHOM
KHUPHOU KUCIIOTHI B Buje anetwi-CoA. JIpyrum npoaykToM siBisieTcs: Tuo3up KopepMeHTa
A ¥ KUPHOH KHUCIIOTBI, TENEph YK€ YKOPOUEHHBIH Ha JBa aroma yriepoja. OTa peakius
HA3bIBACTCSI THOJM30M (10 AQHAJIOTHH C TUAPOJIHU30M), TOCKOJBKY [-keroarmi-CoA
pacHierusieTCsl B Peakiliy ¢ THOJIOBOM Tpymmoi kodepmeHTa A.
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[Ipn kaxaoM IMKIIE TIOCIEeNOBAaTEeIbHBIX peakuuid [-okucienus ot arui-CoA-
MIPOU3BOJHOIO JTIMHHOLIETIOYEYHOU KUPHOU KHUCIIOTHI OTIIEIUIAETCS OJHA MOJIEKYJa aleTuI-
CoA, nBe mapbl JJIEeKTpoHOB M 4eThipe mporona (H'), ykopauumBas aumi Ha aBa aroMa
yriepoja. [locne otmemienus: ot nanbMUTOUI-CoA ogHON MoJieKyibl aneTuia-CoA octaércst
THo3¢up KopepMeHTa A U YKOPOUCHHON Ha JBa yriepojaa >KUPHOU KUCIOTHI (Mupuctar — 14
aToMoB yriepoaa). Mupucroun-CoA Tenepb MOXET NPONTH yepe3 €€ OJUH LHUKI W3
YeThIpEX peakiuil [-OKHCIeHHs, KOTOPBIH B TOYHOCTH aHAJIOTHYEH IepBOMYy, 0Opasys
BTOpYI0 Mosekyny anetuia-CoA u maypoun-CoA — Tuoapup kopepmenta A u 12-
YIIEpOAHOTO Jjaypara. UToObl OKHUCIHTH OAHY MOJEKyny nanbMuTomi-CoA 110 BOCEMHU
Mouteky anetun-CoA, TpedyeTcsi ceMb 000pOTOB IUKIIA peakiuil B-okuciaeHus (puc. 8.4, 0).

“ 6
B o
(Ci¢) R—CH,; —CH, —CH,; —C—S-CoA Cus —> Aneruii-CoA
0 Hamsmurronn-CoA Cis — Anetun-CoA
FAD Cio — Anetni-CoA
ar-CoA-
nervaporenasa [Ns FADH, Cy — Anerun-CoA
H Cg —> Anerun-CoA
| L _
R—CH;—C—C—C—5-CoA Cs SR CoA

mpanc-A*-Enonn-CoA Anetin-CoA

enom-CoA- H0

rHpaTasa
(l)H
R—CHZ—(lj—CHz—C—S-CoA
(o) L-B-Tunporcuamn-CoA
+
B-rugapoxcnanmni-CoA- NAD
JICrHjiporeHasa NADH + H+

R—CH, —(HZ—CHZ—C—S-COA
B-Keroamun-CoA
anui-CoA- CoA-SH
ageruiaTpaHcdepasa
(THOMA3a)

(Cp) R—CH2—(||7,—S—C0A+ Cﬂg—%—S-COA
(Cy,) Amr-CoA Anerun-CoA
(vuprcTonn-CoA)

Puc. 8.4. Cmaouu [-oxkucnenus s'cupuvix KUciom
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Anetun-CoA, 00pa3yroniuiicss Mpu OKHUCICHWHU >KUPHBIX KHUCIOT, B JaJbHEHIIEM
okucisiercs 10 COz u H2O B niukite TpukapOOHOBBIX KUCIIOT.

Kaxxnas monexyna FADH», o6pa3ytomiasicst mpyu OKUCICHUN )KUPHOW KUCTIOTHI, OTAAET
JIBa 3JICKTPOHA B JBIXATEJbHYIO II€Mb, @ IPU MEPEHOCE KAXKIOW AJIEKTPOHHOM mapsl Ha O2
oOpasyetcs npumepHo 1,5 monekynbl ATP. Touno Tak ke Kaxxaast o0Opasyomiascs MoJIeKyJia
NADH otnaér mnapy 31ekTpoHOB MuTOXOHApuanbHOM NADH-nerunporenasze, a B
NOCJIEAYIOIEM TepeHoce KaKIOM mapbl 3yIeKTpoHOB Ha O obOpasyercs npuMepHO 2,5
monekynbsl ATP. Takum 006pa3oM, B 0JuH 000pOT IIUKJIA TIPH OTIICTUICHUU ABYXYTJIEPOIHOTO
¢dparmenTa obpazyercs 4 monexkynsl ATP.

KaTra60113M KHPHBIX KHCJIOT ¢ HCYETHBIM YHCJIOM ATOMOB yIJjiepojaa

bonbIIMHCTBO NPUPOIHBIX JIUIIUIOB COAEPIKAT KUPHBIE KUCIOTHI C HEYETHBIM YHCIOM
aTOMOB YTJIepo/a.

JKvpHble KHCIIOTBI C JJIMHHOW YIVIEPOJHOW LIETbI0 M HEUYETHBIM YHUCIOM aTOMOB
YIIEpOAa OKHUCISIOTCS TE€M JK€ IYTEM, YTO M KHUCIOTBHI C YETHBIM YHUCIOM, HadyMHas C
KapOOKCUIIbHOTO KOHIA enu. OgHako cyOcTpaToMm Juisi HOCIEAHETO MPOXOXKICHUS uepe3
UK B-okucieHus sipiusercs anuia-CoA-npou3BOIHOE KUPHON KHUCIOTHI C MATHIO aTOMaMH
yriepona. M3 aToro BemecTBa mpu OKUCIeHUH o0pa3yroTces aneTmi-CoA u nponuoHuii-CoA.
Auerun-CoA, KOHEYHO K€, MOXKHO OKHCIHUTh B LIHKIJIE TPUKAPOOHOBBIX KHCIOT, OJHAKO
nponroHmI-CoA mocTynaeT B Jpyroi UK, BKIIOYAIOMUI TpH pepMeHTa.

[TocnenoBaTenbHOCTh peakIMii BKIIOYAET KapOOKcuiaupoBaHue NponuoHuia-CoA a0
D-metunmanonnn-CoA u mpeBpamieHue mnociegHero B cykuuHuia-CoA. /[Ins atoro
npeBpaitieHuss Tpedyercs snumepusauus D- B L-metunmanonun-CoA ¢ mocnemyromien
peakuuei, B KOTOPOi 3aMeCTUTENN IPU COCETHUX aTOMax YIJIepo/ia MEHSIOTCS MECTaMH.

PaccmoTrpum  mogpoOHee MaHHYIO TOCHIENOBATEIBHOCTh peakmuwii  (puc. 8.5).
[Tpommonnn-CoA kapOokcunmupyeTrcsi ¢ obpazoBanreM D-crepeon3omepa METHIMATOHMII-
CoA mox nerictBuem nponuoHuI-CoA-kapOokcuiiasel, coaepxanieit kodakrop 6uortun. Kak
U B peakluu nHupyBaTKapOOKcuiasel, B 3ToM (epMmeHTaTuBHOM IMpouecce CO; unu HOH
runpokcukapbonara HCO;™ akTuBHpYeTCs, MPUCOEAUHSAACH, K OMOTHHY emé A0 TOro, Kak
momactb Ha cyOcTpaT (B [NaHHOM ClIy4ae MPOMHOHATHBIA ocTaTok). [lnst oOpa3oBaHus
IPOMEKYTOUYHOTO COeTMHEHHS KapOOKCHOMOTHHA TPpeOyeTCsl SHEprusi, KOTOpasi MOCTYMaeT OT
pacnaga ATP no ADP u Pi.

OO6pazoBanHbiii  TakuM  ob6pazom  D-mermnmanonun-CoA  pepMeHTaTHBHO
snumepusyercs MeTiMatoHmI-CoA-3numMepaszoit B L-ctepeonszomep.

[Tocne srtoro  L-metunmanoHun-CoA  moaBepraercs  BHYTPUMOJEKYJISPHOH
MeperpynnupoBKe ¢ odpazoBaHueM CyKIMHHI-COA, KOTOPBIA TEMEeph MOXKET MOCTYIUTh B
IIUKJT TPUKAPOOHOBBIX KUCIIOT. DTa MEPEerpynupoBKa KaTalu3upyeTcst MeTuiaMaaoHuI-CoA-
MYTa30#, KOTOpOW B KauecTBe KodepMmeHTa TpeOdyercs 5'-1e30KCHaieHO3WIKO0aTaMUH, WK
kodepmeHT By, monyyaemsliii u3 BuramuHa Bi, (kobamamuHa).
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i
H—(l‘, H
H
onuoHI-Co.
| Ip CoA
C
N
CoA-S O
HCO;
ATP
nponuonun-CoA-
kapOOKCHIasa BuorHn
ADP + P;
i
__. H—C—H
O\C (|J H
O/ | D-Merunmanonunn-CoA
C
VAN
CoA-S (0]
METHJIMAJIOHWIT-
CoA-anumepasa
I o, I
H—C—H "U‘i‘flls’MC“T >C—C—H
12
O\C_C_H MEeTHJIMAJIOHWJI- COA-S ch_H
/s | CoA-MmyTasa
CoA-S i ‘ i
/N N\
O (¢] o) \O
L-Merunmanonun-CoA Cyxmummn-CoA

Puc. 8.5. Oxucnenue nponuonun-CoA

Buramun/kogepment Bi:

B peakiun metunmanonun-CoA-myrtasel rpymmna -CO-S-CoA B nonoxenun C-2
MCXOJIHOTO TPOIMHOHATa OOMEHUBAETCS Ha aToM Bojaopona B mojoxkenun C-3 (puc. 8.6, a).
Kodepment Bi, BeicTynmaeT koakTopoM, Kak U MPaKTHIECKH JIJIs1 BCeX PEPMEHTOB, KOTOPHIE
KaTaJIM3UPYIOT PEaKIMK TJIaBHBIM 00pa3om 3Toro tuna (puc. 8.6, 6). Takue kodpepmeHT Bi2-
3aBUCHMBIE MPOIIECCH OTHOCATCS. K OYE€Hb PEIKUM B OHOJIOTHH (DEpMEHTATHUBHBIM PEAKIIHSIM,
I/Ie TPOUCXOTUT OOMEH MEXAy AallKHJIBHOM WU 3aMeNIeHHON ankuibHOW rpynmnsl (X) u
aTOMOM BOJIOpPOJIa TIPU COCEIHEM YTJIEpoje, MPUYEM B 3TOM OOMEHE HHKOT/Ia HE Y4aCTBYET
Bozopon pactBoputens H20.

Kodepment Bz — 310 kodaktopHas ¢opma ButammHa Biz. Cpeam Bcex Apyrux
BUTAMUHOB OH YHHUKaJeH TeM, YTO BKJIIOYaeT B CBOM COCTaB HE TOJIBKO CIIOKHYIO
OpPraHMYECKYIO0 MOJIEKYIJy, HO U MUKpPO3JIeMeHT KoOanbT. CiiokHasi KOPpUHOBAs KOJIbIEBas
cucrteMa ButamuHa Bi2 (Ha puc. 8.7 okpaiieHa CHHUM), B KOTOPOH KOOPAMHUPOBAH KOOATBT
(Co*"), poacTeeHHa MOPGUPHHOBOI KONBIEBOH CHCTEME I'eMa M TeMCOepKaluX O0enkoB. B
KOOPAUHALIMOHHOU chepe KoOanbTa HSATHIM JUTaHAOM SIBJISIETCS
JUMETWIOCH3UMHIa30JIpHOOHYKICOTH T (Ha puc. 8.7 BBIOENEH KENThIM), KOBAJEHTHO
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CBs3aHHBIN cBoer 3'-pocdaTHON Tpymmoil ¢ OOKOBOM IEMbI0 KOPPHUHOBOTO KOJIbIIA Yepe3

AMHWHOM3O0IIPOITaHOI.
a H H H H
| | /O xotepment By, | | /O
H—C———C—C ——H-C—C—C
| | \O_ METHTMATIOHMT- | \O_
H C CoA-myTasa C H
7\ 7N
o s-CoA 0" s-CoA
L-Metummanonmn-CoA Cyxkrmami-CoA
6 | | rodepment B, | |
Skl T ki
H X X H

5'-Jlesokcu-
aJIEHOBHH

Koppunosas
KOJIbIIeBasI
cucTeMa

NH,
AmHHO-
— H30IIPOIaHOJI
CHs
CHj
Humernn-
6GeH3MMIIA30I-
pPUOOHYKIIEOTH]
Puc. 8.7. Cmpoenue kxogpaxmopa B>
71
il I .

) oAKYNLTET
MY UMEHI -

XTTROAYECRIR .
TNEEI) v roMoHocoss nExan YAERMX MY
IS¢


https://vk.com/teachinmsu

KOHCIEKT ITOJTOTOBJIEH CTYIEHTAMH, HE TIPOXO/IVJT
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OO6pazoBaHue Takoro CJI0XKHOTO KOpaKTOpa U3BECTHO BCETO JIMUIb IJIs IBYX PEaKIIHid,
rae ot ATP ormemmsiercs tpudochar (puc. 8.8); npyras peakuuss — oOpa3oBaHHE S-
ane”HoswiaMeTuonnHa n3 ATP 1 MeTHOHMHA.

Butamun Bi2, kak mnpaBwio, Ha3pBalOT MHaHOKoOamaMUHOM. OH  COJEPKHT
[IUAHOTPYIITY, KOTOpasi MPUCOSANMHEHA K KOOANhTY KaK IIECTOW JIMTaH/I B KOOPAUHAIMOHHON
cpepe. B 5'-me3okcuanenosminkobanamuHe, Kodaktope MeTWIMaioHWI-CoA-MyTasbl,
[MaHOTpyNIa 3aMellleHa Ha S'-Ie30KCHaJCHO3WIbHYI0 rpynmy (Ha puc. 8.7 OKpaileHa
KPacHbIM), KOTOpasi KOBAJICHTHO CBs3aHa ¢ KoOaibToM uepe3 atom C-5'.

| ?I) I
CHz—O—P—O—P—O—FI’—Of
o
ATP
Q
7|\ Kobamamun

l/N | N> CH, Kodepment By,
AN
NJN \C o/
NH, 1IN

Puc. 8.8. IIpumep peaxyuu c obpazosanuem kogpaxmopa B>

Kittou k moHMMaHUIO TOTO, Kak KopepMeHT B> kaTtanu3upyer oOMEeH 3aMeCTUTENsIMU
(amKUI-BOJIOPOJT), HAXOIUTCS B CBOMCTBAX KOBAJICHTHON CBSI3U MEXKIY KOOAIBTOM U aTOMOM
C-5' nme3okcuaneHo3wiIbHOM Tpynmbl (puc. 8.7). OTa CBsI3b JOBOJBHO ciabasi, 4ToOBl €&
pa3opBarhb, TOCTATOYHO MPOCTO MOJBEPTHYTh COCAMHEHHE EHCTBUIO BUAUMOTO cBeta. [lpu
JIMCCOLIMAIMMA TOJTy4YaeTcsl S'-Ae30KCUalCHO3UIIBHBIA pauKal | C02+-(bopMa BHTaMHHA.
Xumudeckass (QyHKIUA S'-I€30KCHaICHO3WIKOOaTaMUHa 3aKI0YaeTcs B 00pa3oBaHUU
CBOOOJHBIX PAIUKAIIOB M WHUIMAIINKA TaKUM 00pa30oM MHOKECTBA MPEBpAIlCHUN, HAPUMED,
IIPEJICTABICHHOIO Ha puC. 8.9 MexaHM3Ma peakluH, KaTalu3upyeMoi MeTuaManoHun-CoA-
MyTa3oil, U psaa Apyrux kodepmeHT Bi-3aBucuMbIX mpeBpamieHuid. B mpemioxeHHOM
MEXaHHW3ME MHTPHUPYIOIINA aToM BOJIOpPOAA HUT/EC HE MPHUCYTCTBYET B CBOOOJHOM BHIE U
MO3TOMY HHMKOTJAa HE CIHOCOOEH BCTYMUTh B OOMEH C BOJOPOJIOM OKPYXAIOIIMX MOJIEKYJ
BOJIBI.
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5'-JlesokcH-

Caszn Co—C paspwi-
Kodpepment B, " pasp AJIEHOSMITLHEN CBOGOIBI pajiHKa

BaeTCA NrOMOJIMTUYECKH,

|,£[e30KCHa,C[EH03HH| 05PddyIOTCﬂ nox Co®" n |,He30KcnaﬂEH03HH|
5'-1e30KCHAIEHO3MITBHBIE

CH, cBOGOIHBIN paJIMKaL. H—C—H
N+N
Mexmy 1{063.;15105{ / N C 2+
n 5'-CH,-rpynmoit N—N
JIE30KCHAJIEHO3MITEHOTO
pajuKaia BHOBb Papuxkan npespainaercs
06pasyercsi CBS3b, @ | @ B 5'-71€30KCHA,/IEHO3HH,
perenepupys Kodaktop —C—C— TIPH OTIIETUICHIH aTOMa
B,, B Co**-dhopme, [ 1 BOJIOPOJIA y cyberpara,
KOTOPBII TOTOB H X KOTOPBII! IIpeBpPAllaeTcs
Y4YACTBOBATH B CIEYIOEM Cy6erpar B pa/iIKa.
KaTaTHTHYeCKOM ITHKJIE.
Murpupyronuii atom
| JlesokcuaneHo3NH | BOZIOpO/ia Ha atanax (2) H—C—H - é_ (l;_
u (@) mirze ne | SO
H—C—H e
" [PUCYTCTBYET B H X
N*N 5'-J]e30KCH- cBOGOIHOM BHJIE 1 N—mnDETN Pajuxan
| Co 2+ | aZleHOBWIIBHENT — TO3TOMY HE MOKET | ~ C P | cyberpata
/7 N\ coGonmbii 0obMeHHBATHCS Ha
PajiMKa BOZIOPO] OKPYKAKOIITIX
MOJIEKYJI BOJIBI.
Atom Boopona
5-CH,-rpynmst
J€30KCHUA/IEHO3MHA neper])yr;;;ﬁz;}:: Heperpy'nmiponxa paiuKana
g @ cybeTpaTa aeT APYroil pajiKan
K TIOXOMKEMY
C YIJIEPOIHBIM CKeJIeTOM
HaL IPOJIYKT Paj KAy,

KOHeYHOTo npoaykra. [t

00pasys IPOMIKT. MeTHAMaIOHHIT-COA-MyTasb!

|| || MUTpHpyolliast rpymma (X) —
—?—?— H—(IJ—H —(ﬁ—C— —CO-S-CoA.
X H H X
N___ TToxoxwmit Ha

Mpomyxr | N 2 ‘
Co MPOIYKT pajMKa
71\1

Puc. 8.9. Mexanusm peaxyuu, kamanusupyemou memuamanonun-CoA-mymaszou

Henocrarok ButamuHa B2 mpuBOIUT K cepbe3HOMY 3a00JI€BaHUIO. DTOT BUTAMUH HE
oOpa3yercs HU y pacTEHHH, HU Y JKUBOTHBIX, OH CHHTE3HPYETCSI BCETO HECKOJIBKUMU BUIAMU
MHUKpPOOpPraHu3MoB. [3-3a HecrnmocoOHOCTH A(PQEKTHBHO BcachlBaTh BHTaMUH Biz wu3
KUIIEYHUKA, TJ€ OH CHHTE3UpyeTCs KUIIEYHOW MHKpOQIopoil wmnu obpasyercs mpu
NepeBapuBaHUU MsICa, BO3HHMKAeT pelakoe 3alboyieBaHHWE — 3JI0KAaYeCTBEHHAsi aHeMHs. Y
YyelloBeKa C 3THM 3a0oJieBaHMEM He 00pas3yercss B JOCTaTOYHOM KOJMYECTBE BHYTPEHHUM
dbakTOp — TIUKONPOTEMH, HEOOXOAWMBINH JUIs BcachiBaHUs BuUTamMHHA Bia. Ilpwm
37I0KQYECTBEHHON  