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Fae npoucxoaurt| B opraHax BHYTpU KneTku. B MmutoxoHapusx.
pacwenneHume? | nuuwesBapeHus.

B nusocome B knertke.
Yem depmeHTamm depmeHTamun depmeHTamm
aKTUBU3NPYETCA| NuuieBapUTenbHbIX MeMbpaH KneTok. MUTOXOHAPUA.
pacwenneHue? | COKOB.
o kakux benkyn — Mwoko3za— MuposuHorpagHas
BeuwlecTs aMUHOKUCNOTHI. 2 MOneKynbl Kucnora
pacwennsTcs | XKupbl—=rnuuepvH + | MONoYHoM Ao CO,mn H,O
coeguHeHun XXUPHbIE KUCNOTbI. KUCNOTbI + HEePrus.
KNeTKku? Yrnesoabl—=rnioKo3a.
Ckonbko Mano, pacceuBaetca | 3a cuyetr 40% - Bonee 55%
Bblaensiercs B Buge tenna. cuHTesupyetca ATD, | aHepruum
IHeprun? 60% - pacceuBaeTcs| 3anacaeTcs B Buae

B BMge tenna. ATOD.

Ckonbko 2 monekynbl ATO. 36 monekyn AT®D.
CUHTEe3upyeTcs

3Heprum B BUAe
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[TepeHoc onpe/ieIeHHOM TPYIITLI aTOMOB
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JpyroMy

Tpancamunasa, KuHaza

['maponasel

Peaxnuu rujiposmmza

JImaza,amMmiasa,rernrTuasa

JIuasel

HeruapoiutHyeckoe NpUcoeIMHEHHE K
cyOcTpary WM OTHICIUICHHE OT HEero
rpymms! aroMoB. IIpu aTom MoryT
paspeiBatees cBsi3u C-C, C-N, C-O

i C-S

JlexapOoxcmiasa,
¢dymapaia,ans1onasa

H3omepassl

BHyTpuMmosekyisipHasi nepecTpoiika

H3omepasa, MyTaza

Jlurasel

CoeiHeHHe BYX MOJIEKYJI B pe3yJibTaTe
o0OpazoBaHUsI HOBBIX CBSI3eH,
conpspkeHHOe ¢ pacriajom ATO

Cudrerasa
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[excoxkrHasza. Bcero B opranmsme cyujecTByerT 4
n3odopmel 3Toro pepmenTa. IV popma HocuT
Ha3BaHMe [JTIOKOKMHA3a U pacojiaraeTcst OHa B
reyeHH (remaTronunTax).




H,C—0 CH,OH H,C—0 , H,C—O H,C—0 HO—II’\OH
i 1O - > o H O H H,¢—0  ~ CHOH
OH AT® A OH oH i - I HO
| AP OH OH OH
o ! oL H H OH OH H
bpykT030-6-hochar bpykT030-1,6-6udocdar IJTI0K030-6-ocdar

Y HEKOTOPBIX, KaK MPABUIIO aHAIPOOHBIX, OAKTEpUil U TPOTHCTOB
dbochodpykTokrHa3a B KauecTBE JoHOpa (GoChHOPUIBHON TPYIITHI i1l 00pa30BaHuUs DOChOrTIOKO30M30MEPa3a KATATH3HPYET
¢pyxro3o-1,6-nupocdara ncnonssyer nupodocdhopuyro kucnory (PP.), a ne ATD.

B pactutenpHbIX KieTkax uMeercs kak ATd®-3aBucumast pochodpykrokmnHasa, Tak 00OpaTHMYI0 H30MEPU3AIMIO IITOK030-6-pocdara
u mupodocar-3asucumas pochoPpyKTokuHasza (peakuus, KaTaau3upyemas (aJ1b/103b1) BO (ppyKTO30-6-ochar (keTosy)
nociieHe, ooparuma). [Tupodocdar-zaBucumas hochodpykroknHaza MexaHW3M 3TOU peaKluu BKII0YaeT B cebst

JIOKAJIM30BaHa B IUTO30JIC U aKTUBUPYCTCA B YCIIOBUAX CTpPECCA, ITPHU ,/i[e(bI/HII/ITe O6paBOBaHI/Ie HpOMe)KYTO‘-IHOI'O €eHO ,H,I/IO JIBHOTO

AT® (nanpumep, npu aHokenn) u pochoprom ronoganuu. Myranus B rese PFKM, e AUHeHs1. JTa peaKIysi OZMHAKOBO XOPOLIO
KoaupyroreM n3ohopmy GpochoPpyKTOKHHA3HI MBIIIEYHOTO TUTIA, IIPUBOIUT K

6one3nn Tapyn— HapymIeHUIO XpaHEHUS TIIMKOTeHa (IJIMKOT€HO3), IIPU KOTOPOM
CHUKEHA CIIOCOOHOCTh HEKOTOPBIX THUIIOB KJIETOK MCIOJIB30BATh YIJIEBOIbI B
Ka4eCTBE MCTOYHUKA SHEPTHH.

UIET B 000UX HaTIpaB/IeHUSIX
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) Konuuectso NADH' B kietke (< 10> M) ropasaio MeHbIIe, 4YeM KOJIHMYECTBO
MexaHn3M 3TOM PEaKIuK CX0XK ¢ MEXaHU3MOM PEAKIIUH, [JIFOKO3bI, PACIIEIUISIMOM 32 HecKolbko MUHYT. Eciiu NADH,
Karanu3upyemont GocdorekcozonsomMepazon Ha CTATUN 2 00pasyroMiCs Ha 3TOM CTauy [IIMKOIM3a, HEe OyIET ITOCTOSHHO
pacxoaoBaTbCAa (TO CCTh OKI/ICHHTBCH), TO INIMKOJNU3 OCTAHABJIMBACTCA.
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C—O~PO.H C
| 32 AI® ATO |
H(|3—0H T H(ll—OH DTOT (hEePMEHT TOIYYHII CBOE Ha3BAHUE 32 OOPATHYIO PEAKIIUIO, TIPU
H,C—OPO,H, H,C—OPO, H, KOTOPOU MPOUCXOAUT nepeHoc (pocdarnoii rpynmsl ¢ ATD Ha 3-
dochormunepar. OH Karanau3upyeT 00a HAPaBJICHUs peakIuu. Peakimro
1,3-mudochornunepar 3-pochorauuepar bochopummposanus 3-pocdormiepara OH KaTaTU3UPYET MIPU

[IFOKOHEOTEHe3€e U IpH (poTocuHTeTHYecKoM nornomenun CO,
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AKOHHWTa3a COAEPIKUT JHceNe30CePHbllL Kaacmep, KOTOPBIM CITyKUT KaK
JUIs CBSI3bIBAHUSA CyOCTpaTa B aKTUBHOM LIEHTpE, TaK U JJIs
KaTaJIUTUYECKOW THIpaTalliy WK Aeruapartanun. B kierkax, He
COZIEpKalINX TOCTATOYHOTO KOJIMUYECTBA XKelle3a, aKoHUTa3a
yTpauuBaeT CBOM 7KeJI€30CEPHBIN KJIacTep U MpUOOpeTaeT
PETYISATOPHYIO POJIb B META00IM3ME KeTe3a
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COO™  NAD(P)* NAD(PJH+HA  COO"
CH2 CH2 0O~ CH2 CH
L - ) i H-A 2
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B kneTkax oOHapy»KeHbl JABe pa3InYHbIX (OPMBI (M303UMa) U30LUTPATAETHIpOreHaspl. Jlis
(GyHKIHOHUpOBaHUs OMHON n3 HUX HyxeH HAJT', nis npyroit — HAI®" (mpuuéM 1u1st akTHBHOCTH
nocneaneit Hyxken 1o Mg?*, a ne Mn?"). OcylecTBisemMble UMM PEAKLMH B OCTAILHOM HIEHTHYHBL. Y
sykapuoT HAJI-3aBuCHUMBIN N303UM JIOKAJIM30BaH B MUTOXOHJPHUAJIbHOM MaTpUKCE U YYacCTBYET B LIUKJIE
TpUKapOOHOBBIX KUCIOT. [T1aBHON pyHK1meit HAJIP-3aBucuMoro n3o3umMa, BCTpeYaroIerocs Kak B
MUTOXOHAPHAILHOM MaTpHKce, TaK U B IIUTO30J1€, BO3MOXKHO, siBisercs oopazoBanue HAJIOH, koTopslit
HEOOXOIUM JUIsl BOCCTAHOBUTEIIBHBIX aHA0OOIMUECKUX MTPOLIECCOB

CoA-SH =
(IIOO‘ NAD* CI:OO
= 50
GH GHs
=0 €0 (=9
COO~ NADH + H* SCoA
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Ota peakuys NPaKTHYECKU UACHTHYHA TMPYBATAETUIPOT€HA3HOM peakuuu
OKHCIIUTEIBHOTO 1eKapOOKCUINPOBaHUS MUPYBaTa, a o-
KETOITyTapaTaeruApOreHa3Hbli KOMIUIEKC Ype3BhIUaiHO OIM30K K
nupyBaraeruaporenaznomy kommiekcy (I[1K) mo crpykrype u QyHKIusM.
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Orta sHepro3zaracarounas peakiys BKII0YaeT
MIPOMEKYTOUYHBIE ITAIlbI, HA KOTOPhIX MOJIEKyJa (pepMeHTa
cama CTaHOBUTCS (pochOopuIMPOBAHHOM 1O OCTATKy
THCTU/IMHA B aKTUBHOM IIeHTpe. JTa GochopuibHas rpyrma,
KOTOpasi UMEET BBICOKUI MOTEHIMAJ I [IEPEHOca,
nepenocutcs Ha AJI® wnu [JI® ¢ obpazoBannem ATO wnu
I'T® cooTBETCTBEHHO.
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CykumHar dymapar

VY 3yKapHOT CyKIIMHATAETHAPOreHa3a poYHO CBsI3aHa CO BHYTPEHHEH
MHUTOXOHIPHATBHON MEeMOpaHO, y OaKTepHid OHA pacrioiaraeTcs Ha IIa3MaTHIeCKOM
MeMOpaHe. DTOT (ePMEHT COACPKHUT 3 Pa3IMIHBIX JKEIC30CEPHBIX KIacTepa v OIHY
MOJIEKYITY KOBAJCHTHO CBsI3aHHOTO ¢ HUM DA, sIBISIIOIIErOCs MPOCTETUIECKOM
rpynmnoi epMeHTa. DIEKTPOHBI OT CYKIIHATa poXoAsT uyepe3 DAJ] u skene3ocepHbie
KJIaCTEPBI, a Jajiee OHU B COCTAaBE MEPEHOCYUKOB AIEKTPOHOB MOMAIal0T Ha
JIBIXaTeIbHYIO ANEKTPOHTPAHCIOPTHYIO LIETb, PACIIONOKEHHYIO Ha BHYTPEHHEN
MeMOpaHe MUTOXOHJIpHH (TuTa3MaTndeckor MeMOpane y 6aktepuii). @Al mpu aToMm
BOCCTaHaBJIUBAETCA 10 CDAI[Hz, OJTHAKO JAJIbHEHIIINM aKIENTOPOM 3JIEKTPOHOB
SBIISIETCS] YOUXHUHOH
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PaccMoTpuM 0-OKHCIIEHHE KUPHBIX KUCIOT B )KMBOTHBIX KJIETKAaX Ha
npuMepe puTaHoBoU KucioThl. CHauana (puTaHOBask KUCIOTA
npeBpamaercs B putanomi-CoA (peakuus KaTaau3upyeTcs
dbepmentom gpumarnoun-CoA-cunmema3soti). IT0 COEAUHECHUE Taliee
THIPOKCHIIUPYETCS TI0 0-yTIEPOTHOMY aTOMY, B 3TOM peakIiu
NPUHUMAET yYacTue MOJICKYJISIpHBIN Kuciopon (umarnoun-CoA-
2UOpoKcunasa). 3areM MoNyduBIIMNACS a-ruIpokcuuTanona-CoA
JeKapOOKCHIIUPYETCs C 00pa3oBaHUEM allbJeTu/a (MIPUCTAHATIS),
COZIep KaIllero Ha OJIMH aToM yriiepoaa MeHbie, u popmun-CoA,
KOTOPBIi BIIOCIIEACTBUN rUaponu3yercs u okucnsercs 1o CO,. Ora
peaxiust mpoTeKaeT ¢ yyactueM Tuamunnupodocdara (TPP) u
KaTanusupyercs o-euopoxcugpumanoun-CoA-nuazou. Jlanee anpaerua
OKHCIIsIeTCs ¢ 00pa30BaHUEM COOTBETCTBYIOIIEH KapOOHOBOI KHCIOTHI
(anboezuooecudpozenasa), y KOTOpOH yxe HET 3aMECTUTEISI TIPH 3-
aToMe yIJIepoia U OHA MOXKET JJajiee OKUCIIUTHCS B XOJI€ [3-OKHCIICHHUSI.
YV JKMBOTHBIX 0-OKHCJICHHE CITY>KUT HE TOJIBKO IS IeTPadalluu
YKUPHBIX KHCIIOT C MOJUMPEHUILHBIMU LETISIMHU, HO TAKXKe HKETIHBIX
KUCJIOT. B MO3re HEeKOTOphIE )KUPHBIE KUCIOTHI, BXOJSIINE B COCTAB
C(UHTOIUITUAOB, TUAPOKCHIUPYIOTCS 110 Ol-TIOJTOKEHHIO.

YV pacTeHull noCiIeI0BaTeIbHOCTh PEAKIUH (i-OKUCIICHHS Ta K€, C TEM
JMIIB OTJIUYMEM, YTO B IEPBOM peaKLuy TUAPOKCUINPOBAHUS T10 O
MOJIOKEHHIO 00pazytorcest D- winu L-2-ruapoKcuKucioTst. L-
THJIPOKCUKHUCIOTHI OBICTPO BOBJIEKAIOTCS B JAJIbHEHININE pEaKIUH O
OKHCJIeHHUS, a D-THAPOKCUKHUCIOTH HAKAIIMBAIOTCS M B HOPME
IPUCYTCTBYIOT B 3eNEHBIX JUCThAX. [Ipu nedekrax B rene puranom-
CoA-runpokcuina3ssl pasBuBaercs cuHIpom Pedeyma.
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IYKa cpesa ageTat, mony4aeTcss LATPAT
yepes IIMCAaKOHUTAT OyJIeT OH 301U TPAT
Bogopoabl oTaaB HA/l, oH Tepsier CO2
3TOMY Oe3MepHO paji afb(pa-KeTOrTyTapar
okucsenue rpsagetr — HA/l moxutuia Bogopon,
TA®D, kosu3uMA 3abupator CO2
a DHEPTUs eiBa B CYKI[MHUJIE TTOSIBU/IACH
cpady AT® poarnack v OCTancst CyKIMHaT
BOT A00pascs oH 1o PA/la — Bomopoabsl TOMY HAZIO
dymapar Bozabl HAUJICS, ¥ B MaJjIaT OH IMTPeBPATUJICS
TyT K Masiaty HAJl mputiesn, Bogopoibl mproopent
[11YKa cHoBa 06bs1BH/IaCh Y TUXOHBKO 3aTAaWJ/IACh



