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MeTa00J11u3M - KATA00JIU3M

Knerka cocTouT u3 MHOXKECTBA PA3JIMYHBIX MOJIEKYJ, 4YacTb W3 HHX
0OHAapy>KMBAETCs Y BCEX KUBBIX OPraHU3MOB, TOrJa KAaK Apyras 4acTb YHUKaJIbHA
IS KIETKH W/WiIM OTAenbHOTO opranm3Ma. COOTBETCTBEHHO, HEOOXOIWMO 3TH
BEILIECTBA CUHTE3UPOBATh. B K101 KJIETKE B OJHY €IMHUILY BPEMEHU MMPOUCXOIUT
MHOXECTBO XMMHUECKUX peakuuid. COBOKYMHOCTh KOTOpbIX — MeTaboiu3m. B
KaKOM-TO MPUOIMKEHUH KIIETKY MOKHO CPaBHUTB C TIOCYI0M, B KOTOPOM UJIET Macca
pEAKLMM, U3 YE€TrO0 MOKHO CUMTATh KIJIECTKY XUMHUYECKOW chcTeMOM. [l onucaHus
TaKUX CUCTEM U C(HOPMYJIUPOBaHbI 3aKOHBI TepMoJaWHAMUKU. [lepBbIii 3aKOH
TEPMOJVHAMHUKM TJIACUT: BHYTPEHHsI1 JHEPrusi CHCTEMbl BMecTe C ee
OKpY;KeHHeM OcCTaeTcsi MOCTOSIHHON. OTo oaHa U3 (OPMYIUPOBOK 3aKOHA
coxpaHeHusi sHeprud. OHa yTBEp)KIAET, YTO MPHU JIHOOBIX M3MEHEHUSX CHUCTEMBI
BHYTPEHHSISI SHEPTUs HE yTpauuBaeTcs U He npuobdperaercsi. BMecte ¢ TeM BHYTpHU
paccMarpuBaeMON CHUCTEMBI 3HEPTUS MOXKET NEPEXOAUTh OT OJHOM €€ 4YacTh K
ApYroi WM mpeBpamiaThcs U3 oAHOU (GopMmbl B apyryro. Hanpumep, xumudeckas
DHEPTUST MOKET MEPEXOAUTH B TEIUIO, MPEBPALIATECS B JJIEKTPUUYECKYIO SHEPTHIO,
DHEPTUIO U3JIYUYEHUS WM B MEXAHUYECKYIO DHEPTHIO.

Bropoli  3akoH  TEPMOJMHAMHUKH  TJIACHUT: JHTPONMHA  CHCTEMbI  NpPH
CaMONPOM3BOJIBHBIX MpoIeccax BO3pacTaer. JHTPONHUS CIYXUT Mepou
HEYNOPSAI0OYEHHOCTH, XAOTMYHOCTH CHCTEMbl M JOCTHTaeT MaKCUMyMa, KOTJa
CHUCTEMa NPHUXOJIUT B HCTUHHOE paBHOBecue. lIpn MOCTOSIHHBIX TemmepaTrype U
JaBJICHUU COOTHOIIICHUE MEXTy U3MEHCHHUEM CBOOOIHOM sHeprun cucteMsl (AG) u
U3MEeHeHueM >HTponuu (AS) mpencTaBisieTcsi CIEAYIOUMM BBIPAKEHUEM, KOTOPOE
00beuHAET 00a 3aKOHA TEPMOJIMHAMUKH: AG= AH-T AS. AG - uzmenenue
CBOOOJHOM AHEPTUHM CUCTEMBbI, TO €CTh Ta YaCTh MU3MEHEHHUS BHYTPEHHEW SHEpruu
CUCTEMBI, KOTOpasi MOKET MpeBpamarscsi B padbory, AH — u3MeHeHne IHTAJIbIUH
(terutoter), T - abcomnroTHAs TeMIieparypa.

B ycnoBusix, mnpu KOTOpPBIX NPOTEKAIOT Onoxumuueckue peakuuu, AH
npuOIM3uTeNnbHO paBHO AE-M3MEHEHMIO BHYTPEHHEH JHEPrMM CHUCTEMbI B

pe3yibTare peakiuu. B 3THX YCIOBHSAX NPUBEACHHOE BBIIIC BBIPAKCHHE MOYKHO
sarmcath B Buse: AG= AE-T AS

Ecim AG oTpunarenbHo, TO peakuus MPOTEKaeT CaMONPOU3BOJBHO MU
COIIPOBOXKAAECTCS YMEHbIIEHUEM CBOOOAHON sHepruu. Takue peakuu Ha3bIBAIOT
Ik3eprounyeckumMu. Ecmu k Tomy ke AG BenMKo Mo aOCOMIOTHOM BEIUYUHE, TO
peakuuss HJIET IPaKTUYECKH [0 KOHIA M €€ MOXHO pPacCMarpuBaTb Kak
HeoOparumyro. Eciu ke AG moJioKUTENbHO, TO peakius OyAeT MpoTeKaTrh TOJIbKO
OpU TOCTYIUICHUM CBOOOJHOM SHEPrUM U3BHE; Takas pEakiUs Ha3bIBACTCs
HAeprounyeckoil. Ecim k Tomy ke AG Benuko, To cuctema siBiIseTcs YCTONUUBON
Y PEaKIys B 3TOM Clly4dae MpakTuiecku He ocymiectBisiercs. [Ipu AG paBHOM HYI/110
cHUCTeMa HaxoAUTCs B paBHOBecuu. [Ipu yem epments He BiausitoT Ha AG peakuuu



AG=-RTInKeq. depMeHTHI YCKOPSIOT PEAKIIUIO HAYIIYIO CAMOIPOU3BOILHO. Takum
00pa3oM CIBUHYTh PABHOBECHE MOXKHO JIMOO COOOIasi CUCTEME JOMOTHUTEIHLHYIO
SHEPTrUtO(IIPOIIIE BCEro HarpeBaHUEM) JIMOO YBEIMUMBAsl KOHIICHTPAIIO PEarcHTOB.
Peakiss mMokeT MpOTEKaTh CIOHTAaHHO TOJBKO TPH OTPHUIATEIHLHOM 3HAUYCHUU
n3MeHeHus: ceoooaHoM 3Heprun (AG). AG He 3aBHUCHT OT MyTH, IO KOTOPOMY HIET
peakuusi, U 3aBUCUT TOJBKO OT NPHUPOJIbl PEArupyOIIMX BEIIECTB U UX aKTUBHOCTH
(KOTOpYIO MOKHO MHOTAa TPUMEPHO OMPEAENATh MO0 UX KOHUEHTpauun). I3mMeHeHue
CBOOOJTHOM SHEPTHHM PEAKIHH B YCJIOBHUSIX, KOTJa AaKTUBHOCTh pPEarupyOIIUX
BEIIECTB U OOpa3yIolMXCs MPOAYKTOB paBHA €AMHMIIEC, HA3bIBACTCS W3MEHEHHEM
CTaHAapTHOM CBOOOTHOM SHEPTHUH (AGO). N3mepsitoT n3Menenne cBOOOIHOM SHEPTUH
B CTaHAApPTHBIX YCIOBUSX, TO €CTh IPH AaBiieHUH 1 atmocdepa, 298° kenbBHHA (MK
25° C), a TaK e KOHUEHTPpAILMK PEarupyrolirx BEIIeCTB OJUHAKOBBI U paBHbl 1| M. B
OMOJIOTMUECKUX CHCTeMax JaHHble NapaMeTpbl HE COOJIOJAI0TCSI, OCOOEHHO
OTHOCHUTEJIbHO KOHIIEHTpAIMil pearupyronyx BELIECTB, B MPUPOJIE KOHILIEHTpAIUs
pearupyronmx BeUIeCTB HUKOTIa M HE COOTBETCTBYET CTaHAAPTHBIM, HMEHHO
M09TOMy B OHOXHMHH Hcmoib3yercs momstie AG’ | KOoTopoe cOOTBeTCTBYeT
MOHSTUIO CBOOOHOM SHEPTHH B GU3HUECKON XUMUMU.

Eciu paccmotpets peakiuio A + B <« C + D.

AG »3TO# peakiuu 1aeTcs ypaBHEHUEM
AG = AGO + RTIn([C][DY[AI]IB])
rae AG°- u3aMeHeHne CTaHaapTHOM CBOOOIHOM sHepruu, R-razoBas noctosiHHas, 1-
abcomotHas Temneparypa, [A], [B], [C] u [D]-mMonspHble KOHIIeHTpanuu (TOYHEE
aKTUBHOCTH) pearupyromux BemiecTB. AGO-u3Menenrue cBoOOIHOM SHEPTUHY PEAKIIUU
IpY CTAHIAPTHBIX YCIOBHSX, KOTJa KaXKA0€ U3 pearupyromux Bemects A, B, Cu D
npucyTcTByeT B KoHmeHTparuu 1,0 M. Takum o6pazom, AG peakumu 3aBUCHT OT
npUpoObl PEarupyromx BEIeCTB.
MO3>KHO JIErKO BBIBECTH COOTHOIIEHUE MEXK]Y CTaHIapTHON CBOOOJHOM 3HEpTruUeil u
KOHCTaHTOM paBHOBecHs peakuuu. B coctosinuu paBHoBecuss AG = 0. YpaBHeHHe
TOT/1a MPUOOPETACT CIACTYIOIIUNA BHUI:
0 = AGO + RTIn([C][D)/[AI]IB])
AGO = -RTInKeq

@depMeHTBI HE BIMSIOT HAa KOHCTAHTY PAaBHOBECHsI, CIIEOBATEIbHO, YCKOPSIOT
TOJILKO CaMOIPOMU3BOJBHO uaylme peakuuu, rae  AG Menbiue Hyns. Ho B kierke
MHOECTBO PEaKLUMU OCOOEHHO B IMpouLeccax OMOCHHTE3a WU3MEHEHHE CBOOOIHOMU
DHEPTHHM OOJbIe HYJSA, YTOOBI 3Ta peaknus Mpolmnia HeoOXOAWMO COOOIIaTh
HHEPTHIO0 CUCTEME, YTO B XMMHUU Yallle BCEro MPOUCXOUT 3a CUET HarpeBa CUCTEMBI,
B OMOJIOTMUECKUX CHUCTEMAaxX 3TO HEBO3MOXHO M3-3a MPEXKAE BCEro JEHATYypalHio
oenka. [loaTomy B OMOJOTHYECKUX CHUCTEMAax IMOSBHICS OOXOJHOU IMyTh: CUCTEMa
COTMPSDKEHHBIX peakiuii. B Touke nmpocTpaHcTBa (B JAHHOM CJIydyae KaTaIMTHYECKOM
LEHTPE) MPOUCXOAT OJTHOBPEMEHHO JB€ peakuuu: y oqHoN AG MOJI0XKUTENBHO, Y
apyroi orpunarensHo. Ecnu cymmapHoe AG oTpunarenbHO TO 00€ peakiuu uiayT
crioHTaHHO. VIMeHHO Tak oOecreunBaeTcs MPUTOK SHEpruu B cuctemy. Hubomee
pacupoCTpaHEHHOW COTIPSIKEHHON peakiuen saBisieTcs ruapoius ATO.



['maBHOE ompeaeuTes b X0/4a peakiuu — cBoOoaHas sHeprus (AG)
B kierke ecTh oueHb HyxkHas peakuus 1, HOAG1>0 — peakius 1 He uger , no3TOMy B
KaTAIMTHYECKOM IIEHTPE eCTh conpspkeHHas peakius 2, AG2<0 — peakmus 2 uzer. B
KaTaIMTHYECKOM IIEHTPE HAXOAATCS CyOCTpaThl 00CHX PEeaKITni.

[oitner mu peakuus 1 B 3T0it Touke onpeaensierca AGLl +AG2=X AG

> AG >0 — peaknust 1 He uaer

> AG<0 — peakrmus 1 uzer.

Heobxomuma peakmust 2 — yHuBepcambHass u oOecreunBaromas X~ AG<0. Oto
peaxkusi TUAPOIIN3a MOJIEKYJIbI.

ATP, yHuBepcalibHasi SHEpreTUYecKas BallloTa B OMOJIOTMUYECKUX CHUCTEMax,
NpeacTaBisieT c0000 O0raTyro dHEpTrueld MOJEKYIy, YTO 00YCJIOBJIEHO HAIWYUEM B
HEHl ByX aHTUAPUIHBIX CBA3EH. DJIEKTPOCTATUUECKOE OTTAIKMBAHUE MEX]Y 3TUMHU
OTPHULATEIBHO 3aPSIKEHHBIMU IPYIIaMu yMeHbInaercs npu rugaposmze ATP. ADP u
P., ctabwmm3upyroTcst oA IeMCTBUEM pe3oHaHca B OoJblel cteneHu, yem ATP.
T'unpoms ATP caBuraer paBHOBECHE COMPSKEHHOM peaxiiy npumepro B 10° pas.
Kpome toro, AT® nocrarouHO yCTOMYMBAasT MOJIEKYyJa M BpEMsS €€ KU3HH
JOCTaTOYHO BEIMKO. Takum oOpazoM, Jjisi oOecredeHnsl MPOIeCCOB OMOCHHTE3a
KJIETKa TIOCTOSIHHO HYy»KJaeTrcsi B mputoke sHeprun — AT®. Kpome Toro, B xoje
CHUHTE3a OpPraHu3M MEPEBOIUT 00Jiee OKUCIICHHBIE BEIIECTBA B MEHEE OKHUCIICHHBIE,
TS 9€ro HeoO0Xo UMbl TOHOPBI TPoTOHOB U 3eKTpoHOB: NADH, NADPH u FADH,.

MeTa0013M — 3TO COBOKYITHOCTb BCEX PEAKLUMI, TPOUCXOIAIIMX B KIIETKE.
Meta00113M MOKHO MOAPA3AEIUTh HA JIBA ITyTH B IEPBOM OCYILECTBIISIETCS CUHTE3
MOJICKYJT HE0OOXOIMMBIX KJIETKE (AHA00JIM3M) BO BTOPOM IIPOUCXOIUT 0Opa30oBaHNe
ATP u NADPH, 10 ecTb ‘“3amacanue 3HEpTrUuy U BOCCTAHOBUTEIbHBIX 9KBUBAJICHTOB”
HEO0OXOIMMBIX JIJIsl CHHTE3a KJICTOUYHBIX KOMIIOHEHTOB (KaTA00JHU3M).

Karabomu3m moapa3aeisroT Ha HECKOJIBLKO HalpaBICHHIM:

® OKHCJICHHE YIJIEBOJIOB;

® OKHCJICHHE JIMITUOB;

® OKHCJICHHE OENKOB.
[lyTeil okuciieHHs] YriaeBOJAOB HECKOJIbKO: TJIMKOJIM3, MEeHT030¢o0CcdaTHbI NMyTh U
HEKOTOpPpbIE APYTHE.

I'nmukoaus

['IMKOJIM3 3TO COBOKYNHOCTHb pPEAKUWK NPEBpPAIICHUS TJIFOKO3bl B NHUpPYBar. Y
a3pOOHBIX OPraHU3MOB TJIMKOJHU3 CIY)KUT Kak Obl Mpemogue K IHKITY
TPUKApOOHOBBIX KUCJIOT U IIETIH MEePEHOCca SIEKTPOHOB, B X0/I€ KOTOPHIX 3aracaercs
OoJiblIasi 4acTh CBOOOJHOM SHEpruu, cojepskamencss B ritoko3e. OTKpbITHE
TJIMKOJIA3a MOCJIEA0BAJIO HENOCPEACTBEHHO 3a dKCIIEpUMEHTaMH broxHepa, a Takxke
I'apnena m Honra mo cOpaxuBaHWIO caxapa JApPOXIKEBBIM COKOM. Bckope ¢
M3Y4EHUEM CIUPTOBOTO OPOKEHUS CIWIMCH MCCIEIO0BAHUS APYroTo HalpaBlICHUS,
CBSI3aHHBIE C W3ydYeHHEM MbII. DPUZHOJOTH 3aMHTEPECOBAIUCH MPOLIECCOM,
Osaroapss KOTOPOMY H30JIMPOBAHHAS MBIIILIA MOTJIa MOJIy4aTrb JHEPTHUIO IS



COKpAILEHUs B OTCYTCTBHE KUCJIOpOAa. XHUJUI MOKa3all, YTO SHEPTHI0 00eCTIeunBaeT
npeBpallieHue TJIMKOreHa B JIakTaT, a HeCKoJIbko To3aHee Melieprod
POJIEMOHCTPUPOBAI, YTO IPOUCXOISIIHE TP STOM XUMHYECKHUE PEAKIIUU CXOTHBI C
TEMH, KOTOpble HaOMIOJAIOTCS MPU CHUPTOBOM OpOKEHHUU. YCTAHOBJIECHUE
CTPYKTYPhl M3YUEHHUIO TJIMKOJM3a, NpOBeleHHbIMU OMOAeHOM Bo Ppankdypre u
[Tapnacom B Ilosbuie. TakuM myTem Bckope Obliia BBISICHEHA MOCJIEA0BATELHOCTD
peakuuii riomvkosm3a (myte OMOneHa— Meiieproga—Ilapnaca). Bee depmenTsl,
KaTaJM3UPYIOLHE OT/IEIbHbBIE CTAJNU MPOLIECCA, K HACTOSIIEMY BPEMEHH BbIJIEIEHBI,
3aKpUCTAUIM30BaHbl U MOJAPOOHO wH3yuyeHbl. Bce necath peakuumid TIMKOJU3a
MPOTEKAIOT B IUTO30JI€.
OCHOBHBIM MOHOCAXapUAOM TOCTYMAIOUMM B TJHKOJHU3 SBISIETCS IIOKo3a. B
’KUBOTHOM KJIETKE MPUCYTCTBYIOT KaK CBOOOJHAs TJIHOKO3a (MIOCTYMUBIIAs uyepe3
MeMOpaHy M3 BHEIIHEW Cpeibl), Tak M MPOAYKT pacraja IIMKoreHa (KUBOTHOTO
noJicaxapujia — MOHOMEPOM KOTOPOTO SIBIISIETCS TIIIOKO034).
Bcsa mocnenoBaTenbHOCTh peakiUil TJIMKOJHM3a MOKET ObITh pa3Oura Ha 4YeThIpe
CTaJIuu:

® [I0JIFOTOBKA K Pa3pbIBY LIETIH;

® pa3phIB LIENH U YCTAHOBJICHHE PABHOBECHS MEXKY TpHo30(dochaTamu;

e oxuciuTenbHoe oopa3zoBanue ATP

e npeBpaieHue 3-gocdoriuiepara B NUpysar.
IlepBblii 3TAa — NOJAT0TOBKA K Pa3pbIBY HEMNH:
B rmmkonm3 MoryT nocTynark pazjiMuHble CBOOOIHBIE MOHOCAXapHU/bl TJIIOKO3Y WIIH
GpyKTO3y, a TaKKe TIIOKO3a W3 TJIMKOTeHAa. B TepBOM peakIiuu MPOUCXOIUT
dhochopupoBaHre MOJIEKYJIbI TJIFOKO3bI €€ OCYIIECTBIIsAET PEPMEHT reKCOKHMHA3a BO
BCEX OpraHax M TKaHSIX WM TIIIOKOKHHAa3a B meueHu. O6a gepmeHTa OTHOCITCS K
KJaccy TpaHcdepas, U OCYIIECTBISIIOT NepeHoc (GocdaTHO TPYIIbl ¢ MOJEKYJIbI
AT® Ha MOJIEKyJTy TJIIOKO3bI ¢ 00pa30BaHUEM TIIOK030-6-pocdara, ATD B nanHOM
CJIydae SBJISIETCS KaK JJOHOPOM 3HEPTUH, TaK U JOHOPOM (ocPaTHOM IpymIbl, 3a CUET
3arparbl AT® mpouCXOAWT, BO-NEPBBIX, O0Opa30oBaHHE AaKTUBHOW (OpPMBI
MOHOCaxapuaa, Trioko30-pocdara, BO-BTOPHIX, 00ECIIEUUBACTCS HEOOPATUMOCTH
peakiuii ravkosm3a. PazHuna Mexny pepMeHTaMu 3aKiI04aeTcsl B CeUPUIHOCTH
(rmrokokrMHa3a Oojiee  cmernuduYHAa B3aUMOJICUCTBYET TOJBKO C  TUIFOKO30M,
reKCOKHMHa3a MeHee creruduuHa GocPopempyeT BCce reKCO3bl); B paclpeieiicHHH B
opranu3Me (TJIIOKOKMHA3a B MEYEHU, TeKCOKMHA3a B OCTAJIbHBIX TKAHAX OPraHU3Ma);
B perymsinuu (cMOTpH HIbke). Bropoit myTh Bxoaa yepes3 rmoko30-1-pocdar. Tax
BXOJISIT B IVIMKOJIM3 TJIIOKO3a U3 TJIMKOTeHa U ranakro3a. Kak u3BecTHO U3 paszjena
«YTIeBOAbl» TIMKOTEH 3amacarolvid MoJucaxapua KUBOTHBIX COCTOSIMM U3 o-D-
INIIOKO3BI, TOJ JACWCTBHEM TJHMKOreH (ocdopuia3sl NPOUCXOAUT OTUICTUICHUE
OCTAaTKOB TJIFOKO3bl OT TOJMMEPHOU IeNM TJIMKOTeHA, MapajUleIbHO MPOUCXOIUT
npucoenuHerne (ocdaTHONW TPyNmel K MOJEKYJE TIIIOKO3bI € 00pa3oBaHHEM
rimoko3o-1-pocdara, goHOpoM U sHepruu, U ¢GochaTHONH TPYNNbl SBIAETCS
Mojiekynma AT®. UYepes oOpazoBanme rimoko30-1-hocdara B rIMKoIM3 MOCTYyMaeT
raakto3a. K ramakrose nmpucoenunsiercs YTd ¢ o6pazoBanueM Y J|D-ramakrossl,



KOTOPas IO IEMCTBUEM dnMMepa3bl npeBpamaercs B Y 1D-rmoko3y. Y D-raoko3a
pacrnagaercsi Ha rimoko30-1-pocdar u YM®D, nannyto peakuuto karammzupyer Y [ O-
rimoko3onupodochopunaza.. O6pazoBaBimiics rioko30-1-hocdar uzomepusyercs B
TIII0K030-6-(hocdat pocdormokonzomepasznl. Takum 06pazom oOpa3zyeTcs akTUBHAS
(hopMa TITFoK03bI TITF0K030-6-pocdar. 3aTeM MPOUCX0IUT U30MEpHU3aITus TIFOK030 -6-
dbocdara B Pppykro30-6-pocdar noa aeiictBueMm nzomepasvl. Ppykro30-6-pocdar
MOeT 00pa30BBIBATHCS U M3 CBOOOJHOM (PPYKTO3BI MO ASHCTBHEM I'€KCOKHUHA3HI.

O6pazoBaBumiics (pykTo30-6-hocar mox nerictBueMm GocPoPpyKkToKUHA3HI
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npespamaercs 1,6-bppykro3zobdudocdar. PochodpykroknHaza Takke OTHOCHUTCS K
kimaccy TpaHcdepasz. Jlonopom sHepruu u (ocdaTrHOW Tpynmbl B 3TOW peaKyuu
asisiercss mosekyna AT®. To ecte 3arpaunBaercs eme oaHa mosekyiaa ATd. Oto
JIeNIaeT TOCJIEA0BaTEIbHOCTh PEAKINK TIMKOJM3a OKOHYATEIIbHO HEOOpaTHUMoi, a
KpOM€ TOTO 00pa3yercs CUMMETpUYHasi MOJIEKYJa, YTO BaXHO JJII BTOPOTO ATara
TJIUKOJIN3A.

Bropasi cTragusi —pa3pbiB HeNnd W YCTAHOBJIEHHE PABHOBECUSI MEKIY
Tpuo3odocharamu

[locne o6paszoBanus 1,6-ppykTo30 Oudocdara HAUYMHACTCS BTOpas CTaaUS
rmkosm3a. Pacuierienne ¢gpykro3onudocdara karaamzupyercs aliblioJia3oi; B
pe3ynpTare oOpa3yroTcs ramuepanbaeruia-3-gpochar u  guokcuareroHdocdar.
Mexny stumu aBymst Tpuo3odocdaramu B pe3ynabTare IEHCTBUS H30MEpPa3bl
yCTaHaBJIMBAETCSl paBHOBecHE. Takum 0Opa3zoM, 0OMEH 00erX MOJOBUHOK IeKCO3bI
MOET MOWTH MO MyTH NPEBpAILEHHs B MUPYBaT uyepe3 raumepaibaerua-3-gocdar. B
TO € BpeMs sl TuoKcHaleroHpocdara CymecTByeT U JpYyrou myTh, CBA3aHHBIH C
BOCCTaHOBJICHMEM B riumepodochar — TNPEaNICCTBEHHUK JIMIUI0B W B
MIPOMEXYTOYHBIN MPOAYKT B HEKOTOPHIX THIaX OpoxeHus. Ho B ciydae ramkosm3a
auruapokcuarerondocdar moja AeicTBHeM TpHo30docdaTu3omMepasbl  JIETKO
npeoOpa3yercs B riMuepoaibaerua-3-pocdar, U MeXITy STUMH MOPOTyKTaMU
YCTaHABJIMBACTCS  paBHOBECHE, HO IiHIepambaerua-3-pocdar, MOCTOSTHHO
U3BIMACTCS B CIICIYIOIIME PEAKIIUHU TIMKOJIN3a, TIOOTOMY PAaBHOBECHUE CIIBUTACTCS B
CTOPOHY U30MEpH3aITUH TUTHAPOKCcHarieToH(ocdara B rimiepoatsaerui-3-gocdar,
U 3TO MPOUCXOJIUT MPAKTUYECKU KOJMUECTBEHHO, MOJTOMY CUUTAETCS, YTO BECh
auruapokcuarneTondocdar mpeodpasyercs B - Timnepoanbacrua-3-pocdar, u
NPUHSTO YIBaWBaTh MPOJYKTHI BCEX MOCIENYIOMMX peakuuil. [ mumepoanbaerug-3-
dbocdar nocTymnaer B TPEThIO CTAAUIO.

Bropasi cTragusi —pa3pblB HeNdM MW YCTAHOBJIEHUE PABHOBECUSI MEKIY
Tpuo3odocharamu

['manepanbaerun-3-gocdar okucisercs moja ASHCTBUEM TIUIEpalibaeru-3-pocdar
oKCUAOpPEAYyKTa3bl dochopenupyromniei akienTopom 3aekTpoHoB siBisiercss NAD+,
BocctanaBimBatonmiica 10 NADH. B pesynbTare oOpaszyercsi KOpOTKOKHUBYIIMI
MPOMEXYTOUHBIM TpoaykT 1,3-6udocdormumepar, Bropas QocdarHas rpymnmna
nmoctynaer w3 pactBopa. 1,3-Ombocdormuriepar sABIAETCS  HECTAOMIBHBIM
coenuHeHuneM, npudeM AG ruaposnmsa CBs3U MeXIy KapOOKCHIbHOU u (ocdaTHO
IPYNNNAPOBKaMU B | TMOJOXKEHUM MEHbIIE HYJSI, a 0 MOAYIIO OOJbIlEe SHEPTHUH
ruaposu3a ¢ochoanruapunaon cBazu AT®. Takue coeaMHEHHS Ha3BIBAIOT
Makpospruueckumu. 1,3-Oudocdormunepar pacnagaercss noj jeuctsueMm 1,3-
oudocdornmuueparkuHabl ¥ oTHIeIUIieMas (ocdarHas Tpynna MEpeHOCUTCS Ha
mosekyny AI® u B pesynbrara oOpazyrorces 3-pochormunepar u AT®. Takoit tum
cunre3a AT® HaszwiBaroT cyocTpaTHeiM GochopunmpoBanuemM. To ecth dochaTHas
rpynmna MepPeHOCUTCS C MaKpPOIPTUYECKOTO COCAWHEHUs (PHEPrusl TUAPOJIU3a
docdarHoil Tpynmbel 1o MoOAyIHO Oousblue SHepruu ruapoimsza ATO, mostomy



BBIJICTIMBITICICS DHEPTUH TOCTATOYHO 17151 (hochopumpoBanus AJ[D u oopazoBanus
AT®). O6pazoBaBmmiics 3-ochoramiepar mocTynaer B 4-i 3Tam riIuKoJIMu3a.
Yer1Bepras craaust — npespaienue 3-pocdoraunepara B nUpyBaT
3-bochormuepar, uzomepusyercs B 2-docdorimiepar Mmoa ACHCTBHEM 3-2
dbochormmiepar uzomepasbl. 2-pocdoramiepar aeruapaTupyercs eHojazoun (2-
dbocdormuiepaTruiposiiazoit), MPOUCXOAUT  OTHICIUIEHUE  MOJIEKYJIbl  BOJBI
obpasyercs dochoenommupysar (PEII), KOTOPBIA SBISETCS «MaKpOIPTHISCKUAM
coequHeHreM, GhochopuiabHas Tpynna KOTOPOTO MOXKET OBITh JIETKO TTepeHeceHa Ha
AIl® (mox nerictBueM (pepMEeHTa MUPYBATKWHA3BI); OCTAIOIMIMNCS TIPU 3TOM €HOJI
MTUPOBUHOT'PATHON KACIIOTHI CAMOTIPOU3BOJILHO PEBPAIIASTCS B 3HAYUTEIHHO 00Jiee
yCcTOMUMBBIN nUpyBaT. [I0CKOJIBbKY Ha KaXAYyI0 MOJIEKYJTY TJIFOKO3bl 00Pa3yroTCs 1B
MOJIEKYyJIbl (pocoeHomupyBaTa, 3TOT MPOLIECC BOCIOIHAET 3aTPaTy JIBYX MOJIEKYI
AT®, npoucxomsiryl0 Ha HaYabHBIX CTaausIX oOpa3oBaHus ¢GpykTo30-1,6-
nudocdara U3 riIroKO3HbI.

CymmapHas peakius riuKoan3a:

I'moko3za + 2AT® + 2NAD + 4A/1® = 21Iupysart + 2A/1® + 4AT® + 2NADH
CyMMapHBIil 3HEpreTU4eCKUil BbIxo 1 Bcero 2 ATO .

DHepreTudecKas BbIr0/1a INIMKOJIN3a HE BEJIMKa, U UCTIOIb3YEeTCsl OpraHu3MaMu JIH00
UMEIOIIMMHU JI0CTYN OOJbIIMM KOJIWYECTBaAM CyOCTparoB (MOHOcCaxapuioB), Ha
npuMep MapasuTHUEeCKUE OpPraHu3Mbl, JHOO0 M3-3a YCJOBHMM Cpeabl (aHa’poOHbIE
OpTaHU3MBI).

['muKom3 — 3TO OJWH M3 JAPEBHEHIINX METaOOIUTUYECKUX MyTeH, 0 HEKOTOPHIM
JAQHHBIM CUWTAETCS TIEPBbIE KUBBIE OPraHU3MBI TOJYYAId SHEPTUI0 IIyTeM
rmkonu3a.  [losToMy MexXaHW3MBl pPETysiMMA  TJIMKOJM3a OYeHb XOPOIIO
OTPEryJIMPOBaHbl ¥ HANpaBJCHb Ha OOECIEUEHUE KIETKU DSHEPTUer ¢ OJHOM
CTOPOHBI, HO TIPU ITOM Ha COXpPAaHEHHE PECYpPCOB KIETKH C Ipyroi. MexaHU3MbI
peryisiluy TIMKOJIN3a U3Y4YEHbI JOCTATOYHO XOPOIIIO.

Pery.lmuml I/ INKOJIN3a

Perynsums riavkonn3a NpOUCXOAUT HA TpeX dTamax:
1. Bxon rit0K03bl B IIIUKOJM3 (3TO €CTECTBEHHO TaK Kak €CJIM MPOLECC HE HYKEH,
TO €ro MPOIIE He 3aImycKarh BOOOIIE, a He 0OphIBaTh Ha IMOJIOBUHE).
2. ®ochododpykrokuHazHas peakius (peakius HeoOpaTuMa, KpomMe TOTO B Hel
3arpauuBaercs AT®).
3. TlupynatkuHazHas peaknusi (peakius TaKke HeoOpaThmma, a KpOME TOTO
BKHBIM SIBJISIETCS MPOIIECC YTUIM3ANUU 00Pa3yIOIIerocs MupyBara).
Tenepb HEOOXOIMMO PACCMOTPETH 3TH ATAIIbI O0JIEE MOAPOOHO.
Bxoa riaoko3bl B ININKOJIH3
Kak OBL10 paccMOTpEHO BBIIIIE

thocipopunasa a JIFOKO3a BXOJUT B TJIMKOJU3 W3

HHA3a hocparasa CBOOOJHON TJIIOKO3bI WM U3

rmukoreHa. CBoOOJHas TIIIOKO3a

ATd hochopunasa g D (pochopmmpyercs reKCOKHHA30H,
i)

Pucynok 2: Cxema nepexoaa aByx (popm
docdopenassbl



aKTUBHOCTb 3TOr0  ()epMEHTa pEryIupyercsi: MPOUCXOAUT HUHTHOUpPOBaHUE
NPOAYKTOM peEakIuu T0K030-6-¢pocdarom. IlosTomy HakoruieHue TIHOK030-6-
docdara pe3ko CHUKAET CKOPOCTh TI'€KCOKMHA3HOW pEaKluh, B pe3yjibTaTe HET
3atpar AT®, Tak Kak TIIOK030-6-hochar BO BCeX TKAHIX KpPOME II€UCHU
HaIpasJsieTCs Ha peakUK OKHUclieHus. Toraa Kak B IeYeHH HaKOIUIEHUE III0K030 -6-
docdara He TPOUCXOINUT, TAK KAK U3JHIIKU 3aMacaroTCs B BUJIE TIIMKOTEHA, [IOATOMY
B Ie4eHu paboTaer Apyrod (¢(epMeHT — TIIIOKOKMHA3a, HE HMHTUOMpPYEMBbIH
OPOJYKTOM PEaKIHH.
[Ipy BXOmE TIIOKO3BI W3
TJIMKOTeHA TIepBas PeaKius
riukoreHpocdopunazHas,
perynsuus
rimkoreHpocopuassl
MPOUCXOJUT IBYMS MyTSMHU.
IlepBr1ii BAPUAHT
MOCTTPAHCIALIMOHHAS

IMHKOTeH
tpocipopunaza a pocipopunazae

ATD

AMT
muwkoezo-1-pocipar

reKCoKHHaza

rnmm:m—l—»rnmm:m-ﬁ-qm-:dmr

mukezobH-drocihar
ippyrTozob-cpocdpar

AM®D
drocdpoppyrToknnaza

AT® uvmTpar

1,6-ppyxrozosupocdar

OuokHaueToH(pochaTw—wmuuepansaerng-3-pocdar
+
NAD Ald

NADH AT
3-ipocpormuuepar

Z2-pocihpormuuepar

MO T(UKAITHS.
B ckeneTHBIX MBIMIIAX 3TOT
(epMeHT TpUCYTCTBYET B
JIBYX dbopmax - B
KaTaJIMTUYECKU AKTUBHOU
dbocdopenupoBanHoii hopme
(pochopunaza a) wu B
3HAUUTEITHHO MeHee
AKTUBHOU
nedochopenpoBaHHO N
dopme (pochopunaza b).
dochopunaza a  Obuia
MoJTy4eHa B
KPUCTALUTUICCKOM BHJIC
(mon. macca 190 kDa). Ee
MOJIEKYJIBI COCTOSIT M3 JBYX

UJIEHTUYHBIX  CYObEIMHHUII,

KasKzast u3 KOTOPBIX

tpocipoeHonnupysaTt COIEPIKUT CymeCTBeHHHﬁ

NMUPYBATKHHA3 A M'I. IS KaTa,HHTquCKOﬁ

AHPHBIE KHCAOTE AKTMBHOCTU OCTaTOK CEpHHA

auetun Kol o

AT® B dbochopunrpoBaHHO

dbopme. CxopocTh

upyBar IpEBPAILEHHs CTPYKTYPHBIX

Pucynok 3: CxeMa pery/siiiuy LJIHKOJIU3. CIAHHULL INIMKOrCHa B
CepbIMH NI0JIOCAMH Yepe3 CTPEJIKY 0003HAY eHbI rioK030-1-gocdar

BelIeCTBA AaKTUBHPYIOIIUE PEAKIHNIO, YePHbIMHU -
HHIMOMPYIOLIE PeaKIHIO

pEryIupyercsi B MBIIILAX



COOTHOIIICHHEM aKTUBHON (ochopuiaa3sl a U MeHee akTHBHOH (ochopumaser b.
Bzaumonpepaiienust 1ByX 3Tux ¢GopM IHUKoreHdocpopuiiazbl NPOUCXOAST MO
aercTBreM crenuGUUIHBIX (HEPMEHTOB, KaTATU3UPYIOMIMX IMPOIECC KOBAICHTHOMN
Moaudukarmn  pochopunazpl. Docdopunaza a mpeBpamaeTcss B MEHEE aKTHBHYIO
dochopunazy b mox aerictBreM pepmeHTa, HazbiBaeMOro docharHo i pochopunassl
a; 9TOT (EPMEHT, KaTaIM3UpPys THUIPOJUTHUYECKHN pPa3phIB CBsI3EH, yAaIsIeT u3
MoJIeKyIbl (hocopuiasbl a pocdarHbie rPYIIIbI, HEOOXOIUMBbIE 1JIs1 KaTATUTUYECKOU
AKTUBHOCTH.

docdopunaza b BHOBE mpeBpalaercs B akTuBHYI0 (ochopuiasy a moj AcHCTBHEM
(depMeHTa, Ha3BIBAEMOTO KUHA30W (ocdopuiiasbl D; OH KaTaIM3UpyeT peakiuio, B
xoJe kotopoid AT® pochopumpyer OCTaTKu CEpUHA B AKTUBHOM LIEHTPE MOJIEKYJIbI
dochopunaszel b, uTo u mpuBoAUT K 0OpazoBanuto hochopmiazbl a. Takum oOpazom,
Onaronmaps newcTBuio ABYX (GepMmeHTOB, Qocdarassl dochopunazbl a U KUHA3ZBI
dochopunazel b, cooTHomeHNEe aKTUBHON (pocdopuiassl a U CPaBHUTEIBHO Majo
akTUBHOU (hochopuiazel D B KIleTKe MOXKET M3MEHATHCS. B MbImmax JeicTByeT
BTOPOM MEXaHU3M PETYyJISINN TIMKoreHdochopunazHoi aktusHOCTH, Pocdoprmaza
b, cpaBHUTENEHO Mano akTUBHAs (opma, MOKET CTAHOBUTHCS OoOJiee aKTHMBHOU B
pe3ylibTare HEKOBAJIEHTHOT'O CBS3BIBAHUS C AJUIOCTEPUUECKUM MOIYISTOPOM ITOTO
depmenta, kotopeiM siBisgerca AM®; konuentpamus xe AM® B Mblmax
Bo3pacTaeT mo Mepe pacmaga AT®D B COKpaTUTENbHBIX CHCTEMax. AKTHUBAIUU
dochopunazer b mox neiicteBuem AM® npensitctByer AT®, BhICTynaOmyii B pOJIH
OTPUIIATETIFHOTO MOJYJIATOpa. Takum 00pa3oM, akTUBHOCTH (ocdopmnasbl b
omnpenemnsiercs: cootHomenneM AM® u AT®. B ommmume ot docdopunazer b
dbochopunazaa ve aktuBupyercss AMD; mosromy pochopuiiazy a Ha3pIBAIOT HHOT A
AM®-ne3aBucumoit hopmoiti, a pochopminazy b AMD-3aucumoii. Utak, ectsb JiBa
MeXaHW3Ma PEryJslud, KOTOPhIM MOAYHHSAETCS TIMKoreHpochopuiaza CKeIeTHON
MBI 1) KOBaJieHTHas MoAM(HKalUi TocpencTBoM (ocdopenupoBanus win
nedochopenpoBaHusl OCTaTKOB CEpWHA B aKTUBHOM IIeHTpe ¢depMeHTta u 2)
ajutocTepuyecKkas peryisius Gocdopunassl b myreM HEKOBAJICHTHOTO CBS3bIBAHUS C
AM® wm AT®. B nokosiieiics Mbllie mo4YTd Bca Gocdopuiiaza HAXOAUTCS B
HEaKTUBHOH, WiH b -popme, MOCKOJIBKY B TakoW Mblniie KoHIeHTpamuss AT®. B
neueHu riaukorendocdopuiaza Takke NPUCYICTBYET B a- U D-popmMe; B MPUHIHIIE
dbepMeHThl TiedeHH (YHKIMOHUPYIOT TOJO0OOHO MBIIIEYHBIM, OT KOTOPBIX OHH,
BIIPOYEM, HECKOJIBKO OTIIMYAIOTCS TI0 CBOCU CTPYKTYPE U PErYJIATOPHBIM CBOMCTBAM.
Pacmierienue ravkoreHa B MEYEHW MMEET MHOE Ha3HAUEHHUE, HEXKENMUW B MBbIIIIAX;
ATOT MPOIECC CIYKUT UCTOYHUKOM CBOOOTHOM TIIOKO3bI KpoBU. [lon meicTBreM
dbochopunazel  meueHn obOpasyercs TOK030-1-pocdar, KoTOpwI  3aTem
npeBpamiaeTcss B TUIIOK030-6-pocdar, SBISIONMNACS YK€ HENOCPEICTBEHHBIM
npeaecTBEHHUKOM CBOOOIHOM IioK03b1. Peakius, B xone koTopoit obpazyercs D-
TJIFOKO03a KPOBH, KaTaTM3upyeTcs: PepMEHTOM TIIFOK030-6-pocdarazoil.
dochodpykrokukaza  (DDK) ATO CJIOXKHBIN aUIOCTEPUUECKUNA (EepMEHT,
yIPaBIIeMblii MHOTUMH QJUIOCTEPUYECKUMU TOJIOKUTETbHBIMUA M OTPHUIATEbHBIMH
MOIYJIATOpaMH. B  CKEmeTHBIX MBINIMAX akKTUBHOCTh  (HochodpyKTOKHHAZHI



OTIpeAeIIeTCs KOHIEHTpaIusIMu cyocTparoB 3toro ¢epmenta (ATD u ¢pykTo30-6-
docdara) u ero npoaykroB (ALAD u Ppykro3o-1,6-nudocdara); Bce 3Tu coeauHEHUS
UTPAIOT POJIb AUIOCTEPUUYECKUX PeryssiTopoB. OUeHb BaXKHBI TAKKe B KaueCTBE
peryisitopos AM®, wmrpar, nosst Mg?*, Gocdar 1 HekoTopble Ipyrie MeTaboIHTHI,
MIPUCYTCTBYIOIIME B MBIIIEYHOW TKaHU. O1HaKO, XOTs perysinun @OK 3aBUCUT OT
CIOXHOTO B3aUMOJICUCTBUS psiia (AKTOPOB, TJIABHBIMH OTpPHIATEIHHBIMU
MoayaTopamu 3toro (gepmenra sipnstorcs AT® u nutpar, a caMbIMU aKTHBHBIMU
MOJIOKHATETbHBIMUA MoayaTopamu AM® u dbpykro3o-1,6-qudocdar. Beskuii pas,
KOT/Ia ITPY OY€Hb aKTUBHOM MBIIIIEYHOM COKpaileHnu koHreHTpaus AT® nagaer, a
sHeprun Tpebyercs Oosbine, GochoPpykTokMHA3HAST AKTUBHOCTH YCUJIMBACTCS,
Jaxe ecnu KOoHIeHTpaius (pykro3o-6-pocdara odenr Huzka. Ecmm, omgnaxo,
ypoBeHb AT® B KJleTKe y»*e€ BbICOK MO cpaBHeHUIO ¢ ypoBHeM ADD u AMO®, Tto
Kaxy1ieecst cpoAcTBO GpochodpykTokuHasbl K PpykTo30-6-pocdaty cuiabpHO. B aTOM
caydyae (dochodpykTokrHaza Oyaer KaTalu3upoBaTh PEAKIMIO JIUIIb TPH
CpPaBHHUTEIBLHO BBICOKOUW KOHLEHTpanuu ¢pykro3o-6-¢pocdara Llutpar, ogun u3
MIPOMEXKYTOUHBIX MPOYKTOB IIMKJIA TUMOHHOM KUCIIOTHI, yCUJIMBAET HHTUOUPOBAHUE
dbochodpykTOKMHA3Bl BBICOKMMH KOHIEHTpanusasmMu AT®. B 1o xe Bpems
noBbliieHUe KoHIeHTparuu AMP, oGpasyrorierocs B pe3yJbTaTe aJIcHUJIaTKUHA3HON
PCEaKIMU B COKPAIIAIOIICHCS MBIIIIIE, CIYKUT OYCHb MOITIHBIM CTHUMYJIHP YIOITHM
MOJYJIATOPOM M TPOTHUBOJCHCTBYET HHTHOUpyomeMy Bmusauio ATD Ha
dbochohpyKTOKMHA3HYIO  peakiuio. B pe3yapTate BCeX OTUX  CJIOXKHBIX
AUIOCTEPUYECKUX  B3aUMOJCHCTBHI  CKOPOCTh  PEAKIMH, KaTalu3UpyeMou
dochodpykroknHa30M, BO3pacTaeT MHOTJAa B COTHM  pa3  MOpU  TEpPexoje
CKEJICTHOM MBIIIIIBI U3 COCTOSHUSA MOKOS K COCTOSTHUIO MaKCUMAaJIbHOM aKTHBHOCTH.
BTOpbIM peryampyeMbIM 3TaroM TIMKOJIM3a SBISIETCS MUPYBATKWHA3HAS PEaKIIusl.
[MupyBaTknHa3a Takke MPUHAJICKUT K YUCITY aVIOCTEPUUECKUX (PEePMEHTOB. DTOT
(dbepMeHT BCTpeyaercs, o MEHbILEH Mepe, B Tpex u30(opmax, KOTOPbIE OTIUYAIOTCS
Apyr OT Jpyra MO paclpeAcieHHI0 B TKaHSIX M IO pEaKlIUd Ha pa3udHbIe
MonysmATopbl. Ilpuw  BeICOKMX KoOHUeHTpauusx AT® kaxynieecss CpOACTBO
NUPYBAaTKHUHA3BI K POCHOCHONUPYBATY CPABHUTEIHHO HEBEIUKO U COOTBETCTBEHHO
HEBEJIMKA CKOPOCTh MHUPYBATKMHA3HOW PEAKIMUA TPU OOBIYHBIX KOHIICHTPAIHSIX
dbochoeHommpyBara. [lupyBatkmaazy wuHruOupyror Ttake anetun-CoA wu
BBICOKOMOJICKYJISIPHBIC )KUPHBIE KUCJIOTHI - COSAMHEHUS, UTPAIOIIHE BAKHYIO POJIh B
Ka4eCTBE TOILIMBA JIJIS IMKJIA JUMOHHOW KUCJIOTHI. Takum 0Opa3oM, Korja B KIETKeE
yke Benuka KoHueHTpauus AT® wim korga B HEM yKe€ JOCTATOYHO TOIUIMBA IJIS
nporiecca JbIXaHus, 00eCIEYNBAOIIETO KICTKY SHEPTHUEH, TJIMKOIN3 HHTHOUPYeTCs
3a cuer Jgubo dochodpyKTOKUHA3KI, JTMOO MHPYBATKMHA3bl (B 3aBUCUMOCTHU OT
ycioBuii). B To ke Bpems npu HU3KuX KOHUeHTpauusax AT® kaxyieecs: CpoaCTBO
NUPYBaTKMHA3bl K (OC(HOCHOMMUPYBATY BO3PACTAET, U ATO IMO3BOJSET (DEpPMEHTY
nepeHocuth ¢docdarapie rpynmsl 0T (ochoeHommupyBara Ha AJlD gaxe mpu
OTHOCUTENIbHO  HM3KOW  KoHIeHTpammu  QocdoeHommupyBata. HekxoTopsie
AMUHOKHCJIOTHI TaK)Ke JIEUCTBYIOT KaK MOIYJISITOPBI MUPYBAaTKUHA3HOW aKTUBHOCTH,
IJIaBHBIM 00pa3oMm B TieueHU. Bo BceX KIETKax TIMKOJIM3 PETYIUPYETCs C OYEHb



BBICOKOH 3(()EKTHBHOCTHIO, HANIOMUHAIOMIEH JIEHCTBHE KOMITBIOTEpPA, a IMMOTOMY
M3MEHEHUS KOHUEHTPALMU Pa3IMYHbIX METAa0OJUTOB MOTYT BIMATH Ha €ro OOIIYIO
CKOPOCTS.

VY a’po6oB mHpyBar NOCTOSHHO BBIBOAMTCS W3 peakiuu B Iukn Kpebca u
HalpaBJIeHUE pPeaKil CABUHYTO B CTOPOHY 00pa30BaHMS.

VY ana’po6oB Takoro Her. [loaTOMy mosBUIACh «HAACTPOMKa» - Opoxkenue. s
okucnennss NADH u caBura peakiuii B CTOpoHYy 00pa3oBaHus MUPYyBaTa.

bpo:xkenue

VY aspoOubix opranuzmoB nupysar 1 NADH, obpa3oBaBiimecss B X0/1€ TJIMKOJIN3A,

YTWIM3UPYIOTCS B X0/1€ KJIETOYHOTO AbIXaHUS. Y aHa’ pOOHBIX OPTaHU3MOB 3TOTO HE

MIPOMCXOJUT, TIOITOMY HEOOXOaWMa HAJCTPOMKa. DTOW HAACTPOUKOMN SIBIISETCS

npoiecc OpoKeHuUs.

Bpo:xeHune — 3T0 TUIT aHA3POOHOTO OKUCJIEHUS MUPYBaTa.

Cy1ecTByeT MHOXECTBO TUIIOB POKAPUOTHUECKOTO OPOKEHHUS.

VY sykapuoT — Bcero 2: roMmo(epMEeHTaTUBHOE MOJIOYHOKHCIIOE U CITUPTOBOE.

I'omo¢epmeHTATHBHOE MOJIOYHOKHUCJI0€ OPOKEeHHe TTOJTYYMIIO CBOE Ha3BaHUE, U3-

3a TOr0 4YTO NPOUCXOJIUT OJHA PEAKIMS OCyIeCTBIsgeMas (PEPMEHTOM JaKTaT
JNEru0pOreHa3on MOJIEKyJIa

T UpyBara
© BOCCTAHABIIMBACTCS 10
Coo
nMpyBar JlaKTara U JOHOPOM
NADH H,0 IIPOTOHOB M  3JICKTPOHOB
nakTatne ru,ﬂ,porel;m:m z SBIISICTCS NADH . I[aHHBIﬁ
NAD nUpyeaTKapGoKcUnasa
co, TUTl OpPO’KEHHUS XapakTep cH
oH : sl MHOTUX  OakTepuil.
3
i o s Muorue BO30yIUTETN
oo @ 3a00JIcBaHnii, Ha MPUMED,
H

naKTaT aueTanegerug CcTa(hUIOKOKKHU 51
NADH CTPENITOKOKKH,
ankoroneAerigporeHasa OCYIICCTBIIIIOT 3TOT THUII
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Pucynok 4: Cxema peakumii romogepMeHTaTHBHOIO W3rOTOBJICHUA

MOJIOYHOKHACJIOI'O 1 CIMPTOBOI'O BU/10B 6p0>l(eHI/Ifl MOJIOYHOKUCJIBIX ITIPOAYKTOB,

CBIPOB, MPH KBALICHUH KaIyCThl, 3aCOJIKE OTYPLIOB, CUJIOCOBAHWUU IPU 3arOTOBKE
KopMOB. Takxke MOJIOYHOKHCIIOE OpOKEHHE BCTpeyaeTcss U 'y aykapuoT. [lapasutsl
KPOBHM MpPOCTEHIME, Mapa3UTHUPYIOUME B KPOBU MIEKONMUTAIOUMX (BO30yAUTENH
MaJIipUU, COHHOM 00JIe3HM), TAKXKE UCTIOIb3YIOT TaHHBIN TUIl yTUIIM3AlMU THUPYyBaTa.
JlakTataeruaporeHa3a mpuUCyTCTBYET U B TKAHIX MIICKOTIMTAIOMINX. XOTS B OOBIYHBIX



YCJIOBHSIX HAIIM MBIl MOJYYalOT BIIOJHE JTOCTATOYHBIE KOJMUECTBA KUCIOPO/a,
yTOOBI MPOU3OUUIO OKHUCJIEHHE NupyBara U oOpazoBanue ATP a’spoOHBIM myTeM,
OBIBAIOT 0OCTOSATENBCTBA, KOT/1a IOCTYIUICHUE KUCJIOPOa OKa3bIBAETCA HEOCTATOY -
HeIM. Hanpumep, npu kpaliHeM HampsHKEHUH CHJI, KOT/a YK€ BECh 3armac KUCIopoia
M3pacX0J0BaH, MBIIICYHBIC KIIETKH 00pa3yroT JIaKTaT myteM Opoxenus. bosee Toro,
B O€JTbIX MBIIIIAX PHIO WM JOMAIIHEH NTHULIBI a3pOOHbBIA META00JIM3M OTHOCUTEIHHO
HEBEJIMK, 1 OCHOBHBIM KOHEUHBIM NPOJYKTOM OKa3biBaeTcs L-nmakrar. B opranusme
YeJIOBeKa €CTh TaKhe TKaHHW, KOTOPhIE cllabo CcHAOKaloTCs KPOBBIO, HANPHUMED,
XPYCTIMK M POTOBHIIA TJ1a3a. B KieTkax 3TUX TKaHeW OKUCIUTEIbHBIA METa00IM3M
BBIpaXXEH CJ1a00, a SHEprUs B OCHOBHOM 00pa3zyercs npu cOpakMBaHUU TIIFOKO3bI B
jaktar. YacTp jlakTara, 0Opa3yrouerocs B MbIIIIAX U PYrUX TKaHSIX, NOCTYIAET B
KPOBb M IEPEHOCUTCS B IE€YEHb, I'JI€ OH CHOBA OKUCJISIETCS B NUpyBaT. MeHbIlas
4acTh MUPYyBaTa 3aTeM OKHUCJIISIETCS B IIMKJIE TPUKAPOOHOBBIX KUCIOT, HO OOJIbIIAs
€ro 4acTb CHOBa IpeBpalaercs B riaoko3y. [locnenHss MOKeT onsiTh MOCTYNaTh B
KpPOBb U BO3BpaIlaThCsl B MbIIIIBI. Bech 3TOT nporecc Ha3zbiBaeTcs uukioM Kopu.
CnuproBoe OpoxeHue

Y apoxokel Wy JIpYyrux MHUKPOOPTaHU3MOB, COpPaKMBAIOIIMX TIIIOKO3Y HE 10
jaktara, a 10 3TaHoja u CO,, nmyTh (PEPMEHTATUBHOTO PACLICIUICHUS TJIFOKO3BI
COBIIA/IAET C OMHMCAHHBIM BBIIIE JJI1 aHA3POOHOTO TIIMKOJIN3a HA BCEM MPOTSIKEHUHU,
32 WCKJIIOUEHHUEM I3Tarla, KaTAIM3UpPYEeMOTO JIAKTaTAeTuApOreHa3o. B apoxokeBbIx
KJIETKaX, KOTOpble HE cojepkaT (epMeHTa, aHAJOTUYHOTO JAKTATACTUIPOTreHa3e
MBIIIEYHOM TKaHU, 3TOT 3Tall 3aMEHEH JBYMS IPYTUMH peakuusiMu. B nepBoit u3 Hux
IPOJIYKT pacUICTUICHHS TIFOKO3bI TUPYBAT TEPSET CBOIO KAPOOKCUIIbHYIO IPYIIITY MO
JEHCTBUEM THUPYBATAETPOOKCHIAa3hl. DTa peakius MpencTaBisieT co00i mpocToe
JeKapOOKCUIMPOBAHKE; PEATbHOTO OKUCJICHUS MUPYBaTa MPU 3TOM HE MPOUCXO/IUT.
B kietke 3ta peakuus HeoOpatuma. [ nposiBIECHUS KaTATUTUYECKON aKTUBHOCTU
nupyBaTekapOoKcuiaze Tpedyercs Mg> " . C MOJIEKYJIOM 3TOTO (pepMeHTa IPOYHO
cBsizaH KodepMeHT ThamumHnupodochar. Ha mocrmemHem »srtame CHOUPTOBOTO
OpoKeHHMs alleTalbJCru]l BOCCTaHaBIMBaeTcss g0 odTaHosa 3a cuer NADH,
oOpa3oBaBIlerocst MpU OKUCJICHUU TIIMIepanbaerua-3-gocdara; 31a peaxius
KaTaM3upyeTcsl  ajJKorojbaeruaporeHasoil. Takum  oOpa3oM, KOHEUHBIMU
NPOAYKTaMU CIUPTOBOTO OpoxkeHus sBisA0Tcs »TaHon u CO,, a He maKTar.
OTmeTrM, 4TO CyMMapHO€ OTHOILIEHHE aTOMOB BOJOpPOJA K aTomMaMm YIJiepoja He
U3MEHsIeTCS, KOT/a MoJjieKyna D-rimroko3bl cOpakuBaeTcs 10 IBYX MOJIEKYJI 3TaHOJIa
u AByX Mousekyn CO,.

N BooOme mnpum Bcex aHadpoOHBIX OpoxeHusx oTHomeHne H/C B WCXOmAHBIX
BEIIECTBAX MU B MPOJYKTaX OKa3bIBae€TCA OJIMHAKOBBIM. [lupyBarnexkapOokcuiiaza
COIEPKUTCSI B KJIETKAaX IMHUBHBIX JPOAOKEH U JPYTMX MHUKPOOPTAHU3MOB,
OCYIIECTBIISIIONIMX CHUPTOBOE OposkeHWe. B KMBOTHBIX TKaHSIX 3TOT (EpMEHT
OTCYTCTBYET. JlumieHsr MUpYBaTACKapOOKCHUIIA3BI TaKxke OpTaHU3MBbl,
OCYILECTBIISIIONIME  MOJIOUHOKHUCJIOE OpOXEHHE, HanpuMep MOJIOYHOKHUCIIbIC
OakTepun. bUOXuUMHUS CIUPTOBOTO OPOKEHUS JIMIIb HEIABHO M3Yy4Y€HAa HACTOJBKO
XOpOIIo, YTOObI MOKHO OBIJIO TPEACTaBUTh OSTOT TMpPOIECC B BUIAE piAaa



MOCJIEAOBATENbHBIX (PEPMEHTATUBHBIX peakiuid. Yto ’xe KacaeTrcss BUHOIENIUSA U
MMBOBAPEHUS, TO 3TO BEChMa JIPEBHUE UCKYCCTBA, OCBOCHHBIE JIOAbMH 3a COTHH JIET
710 TOTO, KaK pOJWJIaCh cama HayKa XuMus. bosee Toro, camMmu cTapyuHHBIE PELENTHI
IIPUTOTOBJICHUS IMBA M BUHA CBHITPAIM B CBOE BPEMSA BAXHYIO POJIb, IOCIYXKHUB
KJIFOUOM K HEKOTOPBIM (PyHIaMEHTAIbHBIM OTKPBITUSM Ha 3ape pa3BUTHUSA OUOJIOTUH
u Oouoxumuu. Tak, B 1856 r. Jlym IlacTtep BmepBble yOequTENLHO MOKa3aji, 4TO
cOpaxuBaHHE caxapa B CIHPT BbI3bIBAECTCS MHUKPOOpPTraHU3MaMmH, a HE KaKUMU-TO
Maru4ecKuMu BimssHuAMU. Ppaniy3ckue BUHOAeb! npuriacuimm Ilactepa nost Toro,
4TOOBl OH MOMOI MM BBISICHUTb, MOYEMY B HHbIE TOJbl BUHO HE yJaercs u
npeBpamaercs B ykcyc. Ilactep B CBOMX 3KCIIEPUMEHTaX, CTABIIMX KJIACCHYECKUMM,
MOKa3aJl, YTO B CTEPUJIbHBIX PACTBOPAX IJIFOKO3bI OPOKEHUSI HE IPOUCXOIUT, TOT1a
KaK B pacTBOPax, COMPUKACAIOUIUXCS C HENPO(PUIbTPOBAHHBIM BO3TyXOM, OpOKEHUE
UJET, U MPUYHMHA 3TOT0 3aKIIOYAETCS B TOM, YTO B PacTBOP IMOMNAJAIOT U3 BO3IyXa
CHOPBI JPOXIKEHM H JPYruX MHUKPOOPraHu3moB. I3 Haiera Ha Tpo3absix
CBEXKECPE3aHHOr0 BUHOTrpana Ilactep BbIIEIMI KyJIbTYpBI APOXKKEN U JOKA3ANI, UTO
UMEHHO JIPOXOKU OTBETCTBEHHBI 32 OpOKEHUE, MPOUCXOASIIEE B COKE, OTKATOM U3
pa3aaBiIeHHOro BUHOTrpaza. OH BBICHWI TaKKe, 4YTO MPEBpALICHHE CIUPTa B
YKCYCHYIO KHCJOTY BBI3BIBACTCS JAPYTMMH BHJAaMH MHUKPOOPTraHU3MOB —
YKCYCHOKHUCIIBIMU OaKTEpUsIMU; 3TU adpOOHBIE OPTAHMU3MBI OKHCISIOT 3TaHOJ C
00pazoBaHUEM YKCYCHOM KHCJIOTHI.

Momnocaxapupl BOOOIIE W TJIOKO3a B YaCTHOCTH HCIMOJIL3YIOTCS HE TOJBKO JIJISt
TeHEPUPOBAHUS SHEPTHH B XO/JI€ TIMKOJIN3a, HO U B IPYTUX META0OJUYECKHUX MYTSIX,
NpuYeM Kak B KaTabOJIMYeCKHX Tak M aHaOonmueckuX. K Takum 1emsMm peakimii
OTHOCATCS: TEHTO30(oc(]aTHBI MyTh M OKHCJICHHE TIIFOKO3BI 0 acKOpOMHOBOM
KHCJIOTBI.

IHenTo3odochaTHblil MyTH
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Pucynok 5: Cxema peaxuuii neHT030¢0chaTHOrO IIyHTA

roKo3bl. OH BKIIIOYAET HECKOJIbKO IHUKJIOB, B pe3yibTare (DyHKIIMOHUPOBAHUS
KOTOPBIX M3 TPEX MOJICKYJ TJF0K03a-6-pocdara obpazyrorcs Tpu Mmosekynsl CO, u
TP MOJIEKYJIbI TIeHT03. TlocnenHne ncnonb3yroTes sl pereHepauu JByX MOJIEKYI
TJIF0K030-6-(hocdaTa v 0THOM MOJIEKYIIBI TIUIepaibaeru-3-gocdara. [lockombky u3
JIBYX MOJIEKYJl TauIepaibaerua-3-gochara MOKHO PEreHepUpOBaTh MOJIEKYITY
IIII0K03a-0-pocdara, riIroKo3a MOKET ObITh HOJHOCTHIO OKUCIIEHA MPHU TPEBPAIICHUH
1o nieHTo30¢ocdarHomMy MmyTH.

VY pactenmii yacTh peakuuid MeHT030(0C(AaTHOTO MYTH YYACTBYET TaKXKe B
obpazoBanuu rekcos u3z CO, npu potocuntese. [lenrozodocdarHbliii myTh HA3BIBAIOT
UHOT A NEHTO3HBIM  IIYHTOM, T'eKCO30MOHO(OC(haTHBIM  MmyTeM  WiIH
docdormokoHaTHRIM OKUCTHUTEIbHBIM TiyTeM. OTkpbeiTHEe OTTO Bap6yprom (Otto
Warburg) B 1931 r. rimoko30-6-hocdar-geruaporetassl, nepBoro hepMeHTa 3TOro
MyTH, CJEJajJ0 BO3MOXXHOW €ro MOJHYI pacumppoBKYy, KOTOPYIO OCYIIECTBUIU
@purnt JIunman, Opsuk dukenc, bepuapa Xopekep u Dppoum Pakep.
[lerTo30¢ocdaTHbIi UK HE MPUBOAUT K cHTE3Y ATP, OH BBITIOIHSIET IBE TJIABHBIC
¢byukuuu: 1) o6pazoBanne NADPH a1 BOCCTaHOBUTENBHBIX CUHTE30B, TaKMX, KaK



CHUHTE3 JKHPHBIX KHUCIOT U CTepouJoB; 2) oOecrmeueHue pudOO30il CUHTE3A
HYKJICOTHUIOB M HYKJIEUHOBBIX KHCJIOT. {DepMeHThl meHTo30(ochaTHOr0 MyTH
JIOKaJIM30BaHbl BO BHEMUTOXOHIPHAJIbHOM IIPOCTPAHCTBE KIETKUB 1TO30J€e. Kak u
B IIPOIIECCE TJIMKOJIN3a, OKUCJICHUE OCYIIECTBISICTCS IMMyTeM IETHUAPOTEHUPOBAHNS,
OJIHAKO aKIIENTOPOM BoJ0pojia B 3ToM citydae ciaykut He NAD, a NADP.
[locnenoBarebHOCTh  pEAKIMM MyTH MOXHO  pa3leauTh Ha JBe  (a3bl:
OKHUCJIUTENHHYIO M HEOKUCUTENBHYI0. B peakuusx mepBoit ¢aszbl riaroko3a-6-gocdar
JIETUAPOTCHUPYETCS U IeKapOOKCHIIUPYeETCsl ¢ 0Opa3zoBaHueM puodyno30-5-pocdara.
B xonme BTOopoit (azel pubOyno30-5-gocdar mpeBpariaeTcs CHOBa B TIIHOKO30-6-
dochar B pe3ynabTaTe CEpUM PEAKIMA, B KOTOPHIX IJIABHYIO POJIb UTPAIOT JBa
dbepMeHTa: TPAaHCKETO01a3a M TPAHCAJIb/0J1a3a

OxucimtensHas (aza meHto30¢ocdaTHOTO MyTH HAYMHACTCSA C JETHAPHUPOBAHUS
rmoko30-6-pocara npu C-1, peakuuu, KatalM3zupyeMol TroKo30-6-pocdart-
JETUIPOTEeHA30M.

depment Boicokocnemuduuen B otHomenun NADP'; Km gt NAD™ npumepHo B
Teicsdy pa3 Beime, uem a1 NADP'. IIpomykrom peakimu sBisercs 6-
dbocormoKoH0-0-TaKTOH, BHYTPUMOJEKYIISIPHBIN 3up, ¢ 3pUpHON CBA3BIO MEXIY
C-1-kapOokcwibHOM rpynmod u ruapokcwioMm npu C-5. Cremgyronmii 3tam -
ruaAposu3 6-hocoriroKoHo- O -IaKTOHA Crenu(UIECKON JTaKTOHA30H, naromuil 6-
docdo-rmokoHar. DTOT MIECTUYTJEPOJIHBIA  caxap TMOJBEPracTcs  3aTeM
OKUCIUTEIHHOMY J1eKapOOKCUIUPOBAHUIO 6-PoChOrmoKOHAT - AETUIPOTEHA30 C
obpa3zoBanueM pudyno30-5-hocdara. AKIEOTOPOM DJIEKTPOHOB BHOBb CIYXKHUT
NADP".(cMmoTpu pucyHoK). KoHedHbIM 5TanoM cunTesa pu6030-5-gpocdara spisercs
nzomepmsaiusi pudyno3o-s-gpocdara ¢ocdoneHTo30-u30Mepazoil. ITa peaxius
MoJ00HA TIMKOJUTHUYECKAM PEaKIIHSIM:

['moko30-6-pocdar <> Ppykro30-6-pocdar

Juruapoxcuaneronocdar <> ['nmunepansaerun-3-pocdar.

Bce Tpu keTo30-amb103HbIE U30MEPU3AIUN UIYT Yepe3 00pa3zoBaHKEe CHANOIHHOTO
MPOMEXYTOYHOT'O TPOIYKTA.

CymecTByeT Trpynmna HacJeICTBEHHBIX OOJNe3HEH ueloBeKa, MpPHU KOTOPBIX
aKTUBHOCTh TJIIOK030-6-pocdar-meruaporenassl  (3TOT (EPMEHT MPEACTaBICH
n30popMaMu C Pa3IUYHON AKTUBHOCTHIO, KOTOPHIE MOTYT OBITh BBISIBICHBI C
MOMOIIBIO NEKTPOPOope3a WK JIPYTUX METOJIOB) U HEKOTOPBIX APYrUX (PepMEHTOB
neHTo30¢oc(aTHOro MyTH MOHMKEHA WIK BOOOIIE OTCYTCTBYET. Y TaKMX OOJIbHBIX
HaOJI01aeTCs MAaTOJIOTUYECKUN TEMOJIN3 — Pa3pyILIEHUE SPUTPOLIUTOB C BbIIETICHUEM
U3 HUX (4epe3 MOBPEKICHHYI0 MeEMOpaHy) reMorjio0rHa, 4TO MPUBOIUT K PA3BUTHUIO
aneMuu. COCTOSTHHE PE3KO YXY/IIAeTCs MOJ] BIMSHUEM HEKOTOPBIX JIGKAPCTBEHHBIX
npenaparoB, 0COOCHHO MO/T BIUSHUEM MPOTUBOMAIIPUIHOTO Ipernapara MpuMaxnHa.
B Adpuke n A3uu OT 3TUX HACJIEACTBEHHBIX 00JIE3HEHN CTPa1al0T MHOTHE MUJUTUOHBI
JIIOJIEH.

OxucnutenbHas (¢a3za neHTo30¢ocdarHoro MyTH WHOTJA CYUTACTCS OCHOBHOM U
HEOKHCIIMTENbHAs PacCMaTPUBACTCS KaK CBA3KA C IIIMKOJIM30M. JTO CBSI3aHO C TEM
¢dakToM, 9yTO 3TH a3zbl MOTYT UATH KaK HE3aBUCUMO APYT OT IpyTra, Tak BMecTe. B



X0J1€ HEOKUCIUTEIbHOH (ha3bl eHT030(h0C(aTHOTO IMyTH MPOUCXOTUT PETeHEpaIns
pu6030-5-hocdara B rimoko30-6-pocdar. OCHOBHYIO pOJIb B ITOM IPOIIECCE UTPAIOT
nBa (epMmeHTa: TpaHCKETOJia3a M TpaHCaTb0da3a. DTH K€ (PEPMEHTHI CO3/al0T
00paTUMYIO CBSI3b MEXKIY MEHT030(0oChaTHBIM ITyTEM U TIUKOJIU30M, KaTaIu3upys
CJIETYIOIINE TPH PEaAKIIUU:

TpaHckeTosa3a MEPEHOCUT ABYXYIJIEPOAHYIO TpYIITy, BKIoyarouryo 1-it u 2-i
aToMbl  yriepoJa KeTo3bl, Ha aJbJCTHUAHBIA yIJIepoa albJAO3HOTO caxapa.
[Ipoucxoaut, ciemoBaTelbHO, MPEBPAICHUE KETOCaxapa B allbJl03y, COJACPIKaIIyro
Ha JIBa aToMma YIJiepojia MEHbIIE, 1 OJHOBPEMEHHOE MPEBpAIllCHUE ajbJocaxapa B
KETO3y, COJIepKallyl0 Ha JBa atoma yriepojaa Oosbine. KodepmenTtom peakimu
sBJIsIeTCS THAMUHUAK(Ochar (B €ro cocTaB BXOJIUT THAMUH — BUTAaMHH I'pymibsl B),
s ee mpoTekaHuss HeoOxomumbl noHbl Mg-". TlepeHocumas AByxyriaepogHas
IpyIIa sIBISETCS, BEPOSTHO, TIMKOABJACTHIOM, CBI3aHHBIM ¢ THAaMHHIU(DOCdATOM,
T.€. «aKTUBHBIM TJIMKOJbAJBACTHAOM». TpaHCKeToNa3a KaTalu3upyeT MepeHocC
ABYXYTJIEPOJHOM Tpymmbel ¢ KCUIyno3o-5-¢pochara Ha puboso-5-pocdar c
o0pa3oBaHUEM CEMHUYTJCPOJTHON KETO3BhI CEIOrenTyao 30-7/-pocdara M amba0361
rmnepaibAaerua-3-gpocdara. ITH aBa MPOAYKTA Jajee BCTYMHAIOT B CICAYIOIIYIO
pPEaKIMio, Ha3bIBAEMYIO TpaHCaNbI0Ja3HOW. TpaHcanpaoiia 3a OCYHIECTBISIET
MIEPEHOC TPEXYTIIEPOJTHOTO (PParMeHTa, «aKTHBHOTO TUTHIPOKCHUALICTOHA» (ATOMBI
yraepoaa 1 — 3), ¢ KeTO3bI Ceq0TENTYI030-7-hocdara Ha amba03y TIKMIIEPaThICT U -
3-bocdar;, B pesynpTare oOpasyrorcs  Keto3a  (pykrosa-6-dochar wu
YeThIPEeXyTJiepoHas anbao3a Iputpo3o-4-hpocdar. Cremyromas peakiusi CHOBa
KaTaJM3upyeTcsl TpaHCKeTosazoi. B aToil peakuun kcminyno3o-5-gocdar ciyxur
JTOHOPOM  «aKTUBHOTO  TJMKOAIbJACTHIA». Poib  akmentopa  BBITIOJHSET
oOpazoBaBimMiics panee 3puTpo30-4-pocdar. [IpogykTamu ATOM peakiuy ABISIIOTCS
bpykro3a-6-pocdar u rmumepansaerua-3-gocdar. Pud6o3o-5-bochar <> 2gpykrozo-
6-pocdar + + I'muuepanbaerug-3-pocdar.

Utak, m30mITOK prb030-5-pocdara, obpazoBanHbIil B MeHTO30(0OChaTHOM ITyTH,
MO’KET KOJIMYECTBEHHO TPEBPAIATHCS B IPOMEXYTOUHBIE MMPOAYKTHI TJIMKOJIHN3A.

3HaueHre METa0OJIMYECKOTO IyTH I PA3JIMIHBIX TKAaHEH MOYKHO OILEHHUTH TI0
ero akTuBHOCTH. [leHTO30()0CdaTHbIi MyTh AKTUBHO MPOTEKAET B NICUECHU, KUPOBOU
TKaHH, KOpE HaJIOYEYHUKOB, IMTOBUIHOMN JKee3€e, IPUTPOIIMTAX, CEMCHHUKAX U B
MOJIOYHBIX JKeJie3aX B TMEpUOoJ JaKTallud; OH HEAKTUBEH B HEJIAKTUPYIOIICH.
MOJIOYHOM KeJie3€ W MAJOAKTUBEH B CKEJIETHBIX MBINIIIAX. Bce TkaHW, B KOTOPBIX
AKTMBHOCTb JIAaHHOTO ITyTH BBICOKA, UCTIOJB3YIOT B PEAKIUAX BOCCTAHOBUTEIHHOTO
cunte3a NADPH, nanpumep B peakuusix CHUHTE3a >KMPHBIX KHCJOT, CTEPOUJIOB,
AMUHOKHUCJIOT (C YyYacTHEM TJyTamMaTAeruJApOoreHa3bl) WIM BOCCTAHOBIEHHOTO
TJIyTaTHOHA B 3PUTPOLIUTAX. BeposTHO, B YCIOBHSIX aKTHBHOTO JIMTIOTEHE3a WU TPU
HaIM4Yuu o000 cuctembl, yrwimsupytomeit NADPH, Bo3pacTtaer axTuBHas
Jerpajauusi IIOKO3bl MO TeHT0o30(ocdaTHOMY TyTH B CBS3U C YBEIUYECHUEM
otHomeHuss NADP: NADPH. B ycioBusix, KoTopble BO3HUKAIOT MOCJIE MpUeMa
MU, MOYKET HMHIYIIMPOBATbCS CHHTE3 TIIIOKO3a-6-hocdarneruaporeHassl u 6-
(dhocorIIoKOHATAETUIPOTEHA3HI.



Peryasiuusi ckopocTy QyHKUMOHUPOBAHMSA MEeHT030(ochaTHOrO MyTH
[lepBast peakiusi OKHCIUTEILHON BETBU MEHTO30(ochaTHOT0 MyTH, AETUIPUPOBAHUE
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Pucynok 6: Cxema peryJisiuuu HanpaspJieHHii neHT030¢oc(aTHOrO HIyHTA
III0K030-6-bocaTa, mO  cymecTBy HeoOparuma.  JIeMCTBUTENbHO, TPH
(U3MOJOTHUECKUX YCIOBUAX 3Ta PEAKLMs JHUMUTUPYET CKOPOCTh IMpolecca u
BBITIOJIHAET (PYHKLHIO «KOHTPOJIbHOTO  ITYHKTa. Hanbonee BaXHBIM
perymaTopHbIM (hakTopoM siBsercs koHneHTpamuss NADP™, akiientopa »71eKTpOHOB
P OKUCJICHWU TIIOK030-6-ocdara B 6-pocdormokoHo-makroH. Kpome Toro,
NADPH xoukypupyer ¢ NADP" 3a cBs3biBanue ¢ pepmentom, 1 ATP koHKypupyer
¢ rmoko30-6-pocdarom. Otromenue konuentpauuu NADP' k KoHIeHTpanuu
NADPH B 1uTo30j1€ NE4Ye€HHU KPBIC, COJIEpIKAIIMXCS Ha IOJHOLICHHOM pallioHE,
coctaBisier npuMepHo 0,014, 4To Ha HECKOJBKO MOPSJAKOB HUKE OTHOILICHUSA
[NAD')/[NADH], xotopoe mpu >Tux e ycioBusx pasHo 700. BepaxkeHHOe
neiicteue xonuentpanuu NADP™ Ha ckopocTh HpeBpallieHHil N0 OKMCIUTENbHOM
BETBU MEHTO30(]ochaTHOTo MyTH MOATBEPKAAeT, uTo reHepupoBanne NADPH tecHo
COIMPSIPKEHO C €ro MCIOJb30BaHUEM B BOCCTaHOBUTENILHBIX OMOCHHTE3aX. Bompoc o
PEryJsIIMY HEOKUCIUTEIbHOM BETBU MEHTO30(0oCHaTHOTO My TH 10 CUX MOP OCTAETCS
OTKPBITBIM.

Peryasinus HanpapJieHUsi NEHT030(h0oC(PATHOTO IIYHTA

Cynnba rmoko30-6-pocdara 3aBucur ot morpedbHocTn B NADPH, put6o30-5-
dbochare u ATD

B naHHOM Ccily4ae BO3MOKHO YEThIPE Pa3IMuHbIC CUTYallHH.

1. IloTpeOGHOCTDH B pud030-5-ochare 3HAUNTENIBHO NPEeBbINIAET MOTPEOHOCTH B
NADPH. Bosbmias yacte riaoko30-6-¢hoc-dara mpespaiaercss Bo (ppykro30-6-



doctdar u rmunepanbaerua-3-gpocdar Mo TIAMKOIMTHYECKOMY IyTH. 3aTeM JBE
MOJIEKYJIbI  (PpYKTO-30-6-hocdhata 1 oJHA MOJIEKya TIMIEpab-aerua-3-hocdara
MPEBPAIIAIOTCS MO ICUCTBUEM TPAHCAJIbA0Ja3bl M TPAHCKETOJA3bl B TPU MOJIEKYJIbI
pr6030-5-pocdara myrem oOpareHuss peakiuy, OnucaHHou panee. CTEXHOMETPHs
ATOTO MPEBPAICHUS CIIEAYIOIIAs:
STa10K030-6-pochat + SATP — 6Pudoso-5-pocar + SADP+ H™ .
W3 yero MO>KHO 3aKJIIOYHUTh, YTO B JAHHOM CJIy4ae UAET TOJbKO HEOKHCIUTEIbHAs
daza.
2. lotpeoHocTs B NADPH u pn6030-5-gocdare coanancupoBana. [Ipu takux
YCJIOBHSIX MPe00Iafaroliell peakiuen spisercs oopasoBanue 1syx mojiekya NADPH
¥ 0JTHOU MOJIEKYJIbI pr6030-5-hocdara u3 oHON MOJIEKYIBI TIIF0K030-6-pocdara mo
OKUCJIUTENIbHOM  BeTBM  meHTo30(ocdarHoro mytH. CTexuomerpusi 3TOTO
NpEBpaIICHUS] ONMCHIBACTCS YpaBHEHHEM
I'mwoko30-6-pochart + 2NADP+ + H,O — Pubo30-5-pochar + 2NADPH + +
2H + CO..
N3 dero MOKHO 3aKIIOYHTH, YTO B JAHHOM CIIydae HJIET TOJbKO OKHUCIMTEIbHAsS
daza.
3. llorpednocTsh B NADPH 3HaunTe /IbHO NpeBbIIIAET NOTPEOHOCTH B pud030-5-
docdare; riawko30-6-pochart nosHocThI0 okUcHAsieTes: B CO,. B 10l cutyaruun
AKTUBHO MPOTEKAIOT TPU TPYIIbI peakiuil. Bo-nmepBbIX, MO OKUCIUTEILHON BETBU
neHrozopocdarnoro mytu oOpaszyrorcss ABa NADPH u oaun pub6o30-5-hocdar.
Hanee pu6030-5-gocdar npeBpaiaercs Bo GppykTo30-6-hocdar u rium-mepanbaeri-
3-pocdar mox AeiicTBHEM TpaHC-KETONa3bl U TpaHcalbaosiazbl. Hakower,
MPOMCXOIUT  PECHUHTE3  TJIOK030-6-pocara w3  dpykro3o-6-dpochara wu
rmnepaibAerua-3-gpocdara Mo mMyTH TIIOKOHEOTeHe3a (pacCcMaTpHUBACTCSl HUKE B
aToi raBe). CTEeXMOMETpHsl YKa3aHHBIX PEAKIU OMUCHIBACTCS CJECTYIOIIMMHU
YpaBHEHUSMH:
6l mroko30-6-bochar+ 12NADP+ ++ 6H,O — 6Pu6030-5-dpocar + 12NADPH
+ 12H" + 6CO,,
6Pu6030-5-hochar — 4dpykro30-6-pocdar + 2 mmepanbaerun-3-pocdar,
4dpykT030-6-Pocdhar + 2Imuuepamsaerua-3-gpochar + H,O — SImroko30-6-
docdar + P;
CyMmmupys 3TH peakuu, NOJTy4aeTCs
I'aoko30-6-pocpar+12NADP™ + + 7TH,0 — 6CO, + 12NADPH + + 12H" + P,
Taxum 06pa3om, SKBUBAJICHT ITIOK030-6-hocdara MOKeT ObITh IOJHOCTHIO OKUCIICH
1o CO0, ¢ ongHoBpemeHHbIM TeHepupoBanueM NADPH. Cmbicn yka3aHHBIX peakiuit
COCTOUT B TOM, 4TO pub030-5-pocdar, o6pazoBaBmmiics no neHrozodocdarnomy
MyTH, BHOBB IpEBpaIlaeTcsi B TIIOK030-6-hocdar moa neidcTBUEM TpaHCKETOJa3kbl,
TpaHCaJbA0Ja3bl U1 HEKOTOPHIX (DEPMEHTOB IIIOKOHEOTeHe3a. To ecTh MPOUCXOIAT
00e ¢a3pl neaTo30(dochaTHOTO MyTH.
4. IlorpednocTsh B NADPH 3HaunTeIbHO NpeBbIIIAET NOTPEOHOCTH B pud030-5-
docdare: r10k030-6-pochat npeBpamaercss B nupyBat. Bo3mosxkeH u npyroi
myTh;  pub030-5-pochar  oOpa3oBaBmMIiCS TIO  OKHCIHTEIHHOW  BETBU



neHTo3odocdarHoro myTH, MOpeBpamaercs B mupyBaT. ®Ppykro3o-6-docdar u
rmnepaibaerua-3-gpocdar, npoucxonsime U3z pubo30-5-pocdara, BcTynmaroT Ha
TJIMKOJIMTHYECKUH IyTh OOMEHa, a He MOJBEpTarOTCsl 00paTHOMY IMPEBPAICHUIO B
IIOK0-30-6-pocdar.  CoryiacHO  WBJIOKEHHOMY  MEXaHH3MYy,  IPOHUCXOIUT
onHoBpeMeHHoe renepupoBanne ATP u NADPH wu nate W3 1mecTd aToMoB
yriepojaa TIIOK030-6-dhocdara MOSIBISIOTCS B TUPYyBAaTe:
3Ia0ko030-6-pocar + 6NADP ++ SNAD" + 5P; + S8ADP — SIIupysar +
3C0O, + 6NADPH + 5NADH ++ 8ATP + 2H,0 + 8H"

OO6pa3oBaBIIMIACS B 3TUX PEAKIMUAX MUPYBAT MOYKET OKHCIATHCSA C 00pa3zoBaHUEM
JOTIOJIHUTENILHOTO KomuecTBa ATP wmimm MokeT OBITh MCTIOJIb30BaH B KAauyeCTBE
CTPOUTEIHHOTO OJIOKA B PA3IMIHBIX OMOCUHTETHIECKHUX TPOIIeccax.

BTopu4YHBIi MyTh, 10 KOTOPOMY NMPOUCXOAUT NMpeBpallieHHe III0K03bI B
IJIIOKYPOHOBYIO U ACKOPOMHOBYIO KHCJIOTHI

[lo npyromy BTOpHYHOMY IyTH KaTraboJiM3Ma TJOKO3bI B J>KMBOTHBIX TKaHSIX
00pa3yroTcsl JBa CIEIUATM3UPOBAHHBIX MPOAYKTa: D-TIroKypoHaT, BakHas POJb
KOTOPOTO CBsi3aHa ¢ 00E€3BPEKUBAHUEM U BBIBEJCHUEM U3 OPTaHU3Ma UYKEPOTHBIX
OpraHUYeCKHUX BeIEeCTB, U L-ackopOunoBas kuciota (Butamud C). B aTom ciyuae
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Pucynok 7: Cxema peakuuii 0MOCHHTE32 aCKOPOMHOBOI KMCJI0THI (BUTAMHUHA

D-rimoko30-1-docdar cnavana B3aumoaeiictsyer ¢ YT® u npesparaercs B Y JD-
IJIIOKO3y. 3areM TJIFOKO3Has 4acTh MOJIeKysnbl Y JD-rimoko3sl  moasepraercs
(dbepMeHTaTUBHOMY JAErUApuUpoBaHui0 ¢ oopazoBanueM Y JD-D-rmokyponara, Jta
peaknmsl TMpEeACTaBIsIeT Cco0O¥W eme oAuH TpuMep ucnoyb3oBanus Y J[D-
NPOU3BOJHBIX B KAueCTBE MPOMEKYTOUYHBIX MPOIAYKTOB MpH (EepMEHTaTUBHBIX
npeBpaiieHusx caxapoB. Y/®-D-rimokypoHar cnocoOCTByeT 00€3BpEKUBAHUIO
HEKOTOPBIX UYYXKEPOJHBIX BEILECTB WM JICKAPCTBEHHBIX IMpENaparoB (HampuMmep,
deHoma) U TakuM 00pa3OM YCWIMBAET WX BBIBEACHHE depe3 modyku. Kpome Toro,
VY I®-raokypoHaT CIIy>KUT TPENIIECTBEHHUKOM D-TIIOKypOHAaTHBIX OCTaTKOB B
CTPYKTYPHBIX IIOJIMCAXapHUIOB, M MPOMEKYTOUHBIM NPOAYKTOM B HPOLECCE



npeBpamieHus D- rimoko3sl B L-ackopOuHOBYIO KUCI0TY. OH BOCCTaHABIMBACTCS 3a
cuer NADPH 1o mectuyriepoHoii caxapHoil KUCIOThI L-rynoHaTta, KoTopas 3aTeM
MpeBpaIaeTcsl B COOTBETCTBYIOUIUH JIAKTOH. L-TyJIOHOIAKTOH Aerupupyercs jao L-
acKOpOMHOBOW KHCJIOTHI, WM BuTamMuHa C, mnpu ydacTuu (praBompoTenHa
I'yJIOMOJAaKTOH-OKCHAa3bl. VIMeHHO ATHUM myTeM cuHTe3upyercs L-ackopbar B
pacTeHUSIX W y TeX JKUBOTHBIX, KOTOPBIC CIIOCOOHBI OOecreynBaTh Ce0s ITUM
BUTaMUHOM. B opranusme denoBeka, MOPCKOW CBUHKH, 00€3bsTH, HEKO TOPHIX BHUIO0B
IITULl 1 UHIUUCKOM TIJI01051HOM JeTy4del MbIl BUTaMUH C HE CUHTE3UPYETCS; ITU
BU/IbI IOJDKHBI TIOJTy4aTh €r0 B TOTOBOM BUJIE, C THIIEH. YeloBeK, MOpCcKasi CBUHKA U
pa3HbIe BUIBI 00€3bsIH He CUHTE3UPYIOT BUTAaMUH C IMOTOMY, YTO Yy HUX OTCYTCTBYET
(EepMEHT T'yJIOHOJIAKTOH - OKCHa3a. MOXHO JlymMaTh, YTO HEKOT/Ia BCE OPTAHU3MBI
pacrojaraim Habopom GEepMEHTOB, HEOOXOIUMBIX JJII CHHTE3a ackopOaTa, HO 3aTeM
KaKHe-TO BHJBl YTPATUIM 3Ty CIOCOOHOCTh K CHHTE3y BCJICACTBUE MYTAIIWH,
KOTOpasi, OJIHAKO, HE OKa3ajlach JJI1 HUX JICTATLHOM, MOCKOJbKY OOBIYHYIO IHIILY
JAHHOTO BHJA COCTaBIsIIM Oorarble BuTaMuHOM C pacteHws. [[ons TIIOKO3BI,
OTBJIEKAEMOU Ha ATOT BTOPUYHBIH ITyTh, OUCHb HEBEIIMKA, TI0 CPABHEHHIO C 0OJIBIIM
€¢ KOJMYECTBOM, PACIICIUIIEMbIM B MPOIECCE TIIMKOIN3a U Yepe3 MUK JUMOHHON
KACJIOTEI. OJHAKO MPOAYKTHl TaKUX BTOPHUYHBIX IyTEH >KM3HEHHO HEO0OXOIUMBI
OpTaHu3MY.

KieToyHoe nbIxaHue

Kak 1 ToBOpHIIOCH BBIIIE y a9pOOHBIX OPTraHU3MOB TUPYBAT 00Pa30BABIIHIACS B X0OJI€
TJIMKOJIN3a MOCTYIAET B POIIECC KJIETOYHOTO JIBIXaHUs, KOTOPBIN JaeT 3HAYUTEIHHO
0osbire MoJiekysn AT®D, yemM TIIMKOJIU3.
KireTouHoe qpIxanue BKIFOYACT TP CTAIUM:
1. oxucnutenpbHOEe oOpa3zoBanme aretuia-CoA W3 MUpyBara, KUPHBIX KHUCIOT U
AMHHOKHCIIOT,
2. pacuielUIeHHEe alleTHIbHBIX OCTarkOB B IMKJIC JIMMOHHOW KHCJIOTBI, B
pe3ynbpTare kKoToporo oopasytorcsi CO, 1 aToMbl BOJOPOJIA,
3. TIEPEHOC DIJIEKTPOHOB HA MOJICKYJSPHBIA KHUCJIOPOJ, CONPSKCHHBIN C
okucuTenbHBIM (ochopummpoBanuem ADP no ATP.

OoOpa3zoBanne ametusa KoA

B a3poOHBIX YCIOBHSIX KOHEUHBIM NPOJIYKT TJIMKOJM3a NHUPYBAaT IMOJIBEpraercs
CHauaja AeruapupOBaHUIO U 1EKapOOKOTUPOBAHUIO C 00pa3oBaHueM aletuin-Co A u
CO2. Karamuzupyer OJTOT MpOLECC NUPYBATAECTUAPOTEHA3HBIA  KOMIUIEKC,
pacroararoumiicss BO BHYTpEHHEH MEMOpaHE MUTOXOHJIPUUA U COCTOSIIIMI U3 TPEX
MOCJIE0OBATENbHO AEHCTBYIOUMX (PEPMEHTOB, BaXXHBIM KO(EPMEHTOM KOTOPOIO
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Pucynok 8: A - cxema paGoThI NHPyBaTAeTrHIPOreHaA3HOro KoMijiekca; b -
CTPYKTYpa THAaMUHNUpOdocdara; B - cxema peakuuu ¢ THaMMHIIMPOdochaTom

aBygercst TuaMud nupodocdar (mpouszBoaHoe Butamuna Bl wiu TII®) . HenocTarok
ButamuHa Bl, wim Tnammuna, oOycioBiaMBaeT 3a00JI€BaHUE, W3BECTHOE O]
Ha3BaHueM Oepu-O6epu. Terneps HaM SICHO, YTO B OpraHU3MeE )KMBOTHBIX, JIMIIIEHHbBIX
TUAMMHA, OKa3bIBAETCS HEBO3MOKHBIM HOPMaJIbHOE OKHUCJIeHUe upyBara. OcoOeHHO
CWJIbHO BJMSIET TAaKO€ HapyLIEHWE Ha MO3T, KOTOpPbIA OOBIYHO MOJYy4aeT BCHO
HEOOXOMMYIO SHEPTHUIO IIyTEM a’3pOOHOr0 OKHUCIJIEHHUS TJIIOKO3bl U I KOTOPOTO
MO3TOMY OKHCJIEHHE MUpYyBaTa >KU3HEHHO HeoOxoaumblid mpouecc. [IpeBparienue
nupysara B aneTwi-CoA npoucxoauT B ueTbipe ctaaun. Ha nepBoii ctaquu nupysar
coeaunsiercss ¢ TII® wu 3arem moaBepraercs AekapOOKCHWIMPOBaHHUIO. Peakius
KaTaJIM3UpyeTcsl MNUPYBaT-AETUAPOTEHA3HbIM OINIIOHEHTOM MYJIbTU(PEPMEHTHOTO
KOMIUIeKca. Pemaromee 3HadeHue Ui JaHHOTO IIpOLIECCAa MMEET CJIEAYHOIIas
ocobenHoctr TIID, mnpocreTHueckod TpyMIbl MNUPYBATAECTUAPOTEHAZHOTO
KOMIIOHEHTA: OYEHb KHCJBIM XapakTep aroma yIJIepoJaa, HaXOIALIETOCsS MEXKIY
aTOMaMH a30Ta W CEepbl THA30JI0BOro Kojbua. OH uHOHM3HUpYyETCs, 00pa3ys
KapOaHWOH, KOTOPBINA JIETKO MPUCOEANHSAETCA K KapOOHWILHOM TpyIIe MupyBarta.
[losoxuTENHHO 3apsiKeHHBIN a30T B Kojble TIID npuHumaeT Ha ceOst JIEKTPOHBI,
cTabnan3upyss (opMUpOBaHHE OTPULATENBHOIO 3apsifa, HEOOXOAUMOTO IS
IeKapOOKCHIIMPOBAaHUS. 3aTeM MPOTOHUPOBAHHWE TMPUBOAUT K OOpa30BaHUIO
rupokcudTIIaMuHnupodocdara. Ha BTOpoil cTaguu rufpoKCUITUIbHAS TpyIa,
cBsi3anHass ¢ TII®, okwucngercss ¢ oOpa3oBaHUEM alETWIBHOW Tpynmnbl U
OJHOBPEMEHHO NEPEHOCUTCA HA JUNoaMua. OKUCIUMTENEM B 3TOM PEAKIUU CITY>KHUT
aucynbGuIHAs TPYIIa JAMOoaMHJa, KOTOpas MPEBpaIIaeTCs B CYIb(PrugpmibHyIO
rpymny.  Peaknus  KaTammsupyercs  JUTHAPOJMIIOWI  TPAHCALCTWIA3HBIM



KOMIIOHEHTOM KOMILJIEKCA W TPHUBOIUT K 00pa3oBaHUIO aneTwumnoamuaa. Ha
TPEThEH CTAAWU aLUETWIbHAS TpylIa MepeHocurcs ¢ aunerwumnoamuna Ha CoA,
obpazys anetmn-CoA, [Tpouecc TaK¥Ke KaTaJIM3UupPyeTcs
auruiposmnonwnrpancanerunazoi. Ilpu nepexone anetwibHOM rpynnsl Ha CoA
coxpaHsieTcs Ooraras sHEprHer THod(pupHas cBi3b. Ha deTBepTOil, 3aBepIarorieit
CTaJNM MPOUCXOJUT PEreHEPUPOBAHUE OKHUCIECHHON (opmbl Jmnoamuaa. Peaxius
KATAIU3UPYETCA  TUTHAPOJMIIONI-IETHIPOT€HAa3HBIM KOMIIOHEHTaM KOMIUIEKCaA,
OxucnuTeneM B Hell ciyxur NAD', a posns mpocTerHueckoil Ipymisl (epMeHTa
BbINOJIHsIET FAD. MosiekymsipHas Macca JaHHOTo KoMiuiekca cocTtaiisier 4600 kDa u
pasmep 300 A. B cocTtaB koMmIuiekca BXOAMUT 48 MNOJMIENTUAHBIX LENEH, AAPO
KOMIUIEKCA  O00pa3yloT  TpaHCalleTWIa3Hble  IeNu, NUpyBaT U JIMIIOWJ
JNEruAPOTEHA3HBIE KOMIUIEKCHI IPUCOEAUHAIOTCA K SAApPY C BHEIIHEWM CTOPOHBI.
CtpykrypHOE OOBEAWHEHUE TpeX BHAOB (EPMEHTOB JENIAaeT BO3MOXKHBIM
KOOPAVHHUPOBAHHBIM KaTalM3 MPU OCYIIECTBICHUM CJOXHOM peakuuu. Bce
MIPOMEXKYTOYHBIE MIPOIYKTBI peakuuu OKHUCJIUTEIIBHOTO
TeKapOOKCUIMPOBAHMSI TIMPYyBaTa MPOYHO CBS3BIBAIOTCA C KOMILIEKCOM. TecHas
0JIM30CTh MEXIY (EepMEHTAMHU YBEIMYUBACT CYMMAapHYI0 CKOpPOCTh Mpoliecca U
CBOJUT K MHUHHUMYMY IOOOYHBIC PEAKIMU. AKTUBUPOBAHHBIC IMPOMEKYTOUHBIC
MPOJAYKTBI MEPEHOCATCS OT OJHOTO AKTUBHOTO ILEHTpa K APYroMY JIAIIOAMUIHOU
MPOCTETUYECKOW IPYNION TpaHCaeTas3bl. [ [pucoenuHenre MMmombHOM TPYMITBI K
€-aMUHOTPYIITE JIM3UHOBOTO OCTaTkKa TpaHCAalETHIa3bl CO3/1aeT TMOKHUM pbluar JJist
PEaKIMOHHOCTIOCOOHOTO KOJbIa. DTOT MOJIEKYJISIPHBIN pbiuar B 14 A cnocoOcTBYyeT
B3aMMOJICUCTBUIO JIMMOWJIBHOW YacTH TpAHCAIETUIA3HOWM CYOBEIUHHUIIBI €
THAMUHIUPOPOoCchHaTHBIM KOMIIOHEHTOM COCEIHEH MHUpyBaT-IeruIpOreHa3HoN
CyOBbEeIUHUIBI U C (DIABUHOBBIM KOMIIOHEHTOM COCEIHEH JIMMOWIIETUIpOreHasbl.
Kpome Toro, JmnounbHble KOMIIOHEHTbl MYJIbTU(PEPMEHTHOTO KOMILUIEKCA MOTYT
pearupoBatb  JApyr ¢  ApyroM, oOpa3yd Ce€Tb  B3aUMOJCHCTBYIOIIUX
PEAKIMOHHOCTIOCOOHBIX TPYMM. 3apsij] JUMOWILHOTO KOMIIO HEHTA B TEUCHHE ITHKIIA
ero mnpeBpameHuid coctaBiier O, — 1 wim — 2 0Opu NOJHOW HOHU3AIUU
CYJIbTUAPWIbHBIX TPYII. DTH U3MEHEHHUS 3apsijia MOTYT CIYKUTh JBWKYIICH CUIION
TSl HAIIPABJICHHOTO JIBUKEHUS JIMIOWIBHOM TPYIIIIHI.

CyMMmapHas peakuusi MUpyBaTAECTUAPOTEHA3HOI O KOMILIEKCA!

Mupysat + NAD* —AC-coA + CO,+NADH
CxopocCTh peakuuy NUpyBaTAETUAPOTreHa3HOW PEAKIIMH PETYIUPYETCS.

Peryasinusi nUPyBaTAEIHAPOTreHA3ZHOI0 KOMILJIEKCA

Peakuusa oOpazoBanus auetun-CoA, Karanm3upyemas NupyBaTIeruapOreHa3HbIM
KOMIUIEKCOM, PETYJIHUPYETCA B JKUBOTHBIX TKAaHAX IIPU IIOMOIIM KOBAJICHTHOM
Moaudukanuu 3toro komruiekca. Kornma konmentparuss ATP B mMuToXoHApHSX
OTHOCHUTENBHO BeNHMKa M Korjaa auetwi-CoA, a TakKe NpOMEXYTOUYHBIE MTPOIYKTHI
mukiaa Kpebca wuMerOTCs B IOCTATOYHOM  KOJMYECTBE, OOECIEYMBAIOILEM
yIIOBJIETBOPEHHE SHEPTETUUECKHUX HYXK] KIETKH, JalbHeilee oOpa3oBaHue aleTui-



CoA npuocTaHaBnuBaercs. B 3TUX yCIOBUSAX, KOTOPBIE CIY>KaT CUTHAIOM JIJIsl TAKOM
nproctaHoBKU, AT® sBisieTcsi MOJOKUTETHHBIM MOJYJISITOPOM, AKTUBUPYIOIIUM
BCIIOMOTATeNbHBIN (DEPMEHT - KMHA3y NMUPYBATAErWAporeHasbl. JTOT (hepMeHT
ucnonpzyer ATD mia docdopenmupoBanuss ocTaTka CepuHA B aKTHBHOM IIEHTPE
MOJIEKYJIb MHPYBATAECTUAPOTECHA3bl, B PE3yJbTaTe 4Yero oOpa3yercsi HeaKTUBHAs
dbopma depmenta - pochonupyBaraeruaporenHasa. Eciou, omgHako, moTpeOHOCTh B
AT® Bospactaer u ypoBeHb AT® COOTBETCTBEHHO CHIKAETCS, TO HEAKTHUBHAS,
dbochopempoBadHas, GopMa NOHPYBATACTHAPOTEHA3bl MOXET OBITh BHOBB
aKTUBUPOBaHA. JTO MPOUCXOJUT B PE3yJbTaTe TUAPOIUTHIECKOTO OTIICTIICHUS OT
MOJIEKYJIbl ~ MHUPYBATAECTUAPOTEHa3bl  MHTHOMpytoued  (ocdarHOd  TpyMIIbL.
Karamuzupyer Ty pEaKLHUIO Ipyrou (bepmeHT - (pocdarasa

dochonupyBaTaeruaporenadbl. CTUMyIupyrolee ACHCTBUE HA STOT (DepMEeHT

OKa3bIBACT ITOBBIMICHUC KOHICHTPAIIMKM HOHOB C&2+, HUI'parommx poJib BaXKHOI'O

METa00JIMYECKOTO MOCPETHUKA; KOHIIEHTPALUS HOHOB Ca2* YBEJIMYUBACTCS BCAKHIA
pa3, xorjma Bo3HUKaeT notpeoHocTh B AT®. Kunaza nupyBaraeruaporeHasbl u
docdaraza dbocdonupyBarieruaporeHasbl MPUCYTCTBYIOT B
NUPYBATAETUIPOr€HAa3HOM  KOMIUIEKCE.  ODTOT  KOMIUIEKC,  CJIEOBATENbHO,
npeacTaBiser coOOW OYEHb CIIOKHYIO, HE3aBUCHMYIO M CaMOpPEryJupYIOUIyocs
cuctemy. [lupyBaraeruiporeHa3Hblii KOMIUIEKC PETyJIUMPYeTCs Takke IyTeM
ajuioctepuyecko Moaynsiuumu. CuilbHOE MHTMOUPYIOIEe NeWCTBUE OKa3bIBAIOT HA
Hero (momumo AT®) anermn-CoA u NADH, kotopeie SBISIFOTCS NPOAYKTaMU
NUPYBATAETUIPOrE€HA3HOM PEAKIIMU U B TO )K€ BPEMSI UT'PAIOT POJIb AUIOCTEPUUECKUX
MHTUOUTOPOB 3TOM CHUCTEMBI. AJJIOCTEpUUECKOE WHTHOMPOBAHHUE OKHUCJICHUS
NUpyBaTa pE3KO YCWIMBAETCS B TMPUCYTCTBUU BBICOKOMOJIEKYJSIPHBIX JKUPHBIX
KUCJIOT; HIDKE OyIeT MOKa3aHO, YTO KUPHbIE KUCIOTHI TOXKE CIIyKAT UCTOYHHUKOM
anetiii-CoA. Taxkum oOpazom, KaTaJINTUYEeCKast aKTUBHOCTDH
NUPYBATIACTUIPOTEHA3HOTO KOMIUIEKCA BBIKJIIOUAETCS B TEX CiydasX, KOorja B
KJIETKaX UMEETCs] JOCTATOYHO TOIUIMBA B BUJAE XKUPHBIX KUCJIOT U auetun-CoA wiu

KOI'/Ja B HUX MOBbIaioTcs kKouieHTpaus AT® u otnomerrne NADH/NAD +,

k1 TpUKAPOOHOBBIX KMCJIOT

AnetnnCoA mocTynaer B UK TPUKapOOHOBBIX KHCJIIOT. BriepBrie mpeanonioxenme
O CYIIeCTBOBAHWM TaKOTO ITMKJIA JJISI OKUCJICHHS MHUPYBaTa B JKMBOTHBIX TKAHIX
obu10 BhIcKa3zaHo B 1937 r. 'ancom Kpebcom. D1a uaes poauiach y Hero, KOrjaa oH
MCCJIEIOBAJl BJIMSIHUE AHMOHOB PAa3JIMYHBIX OPraHUYECKUX KHUCIJIOT HAa CKOPOCTh
MOTJIOMICHUSI KUCJIOPOJa CYCIICH3USIMU M3MENbUYCHHBIX TPYAHBIX MBI ToIy0si, B
KOTOPBIX TPOUCXOJUIIO OKHCJIEHWE NHpyBara. [ pyaHbIE MBIl OTIMYAIOTCS
Ype3BbIYAHO BBICOKOW HWHTEHCHUBHOCTBHIO JIbIXaHUS, YTO J€l1aeT WX OCOOEHHO
yIOOHBIM OOBEKTOM JJII M3Y4YEHHUS] OKHCIMTENIbHOW akTMBHOCTHU. Hezamonro mo
onckiBaeMbIX paboT Kpedbca Anpbept Cent-Apéparu B Benrpuu oOHapy)ui, 4TO
HEKOTOPBIC  YETHIPEXyTJIEPOJHbIE  JTUKApOOHOBBIE OPTraHUYECKHUE  KHUCJIOTHI,
MPUCYTCTBYIOIIME B JKUBOTHBIX TKaHSX (sAHTapHas, (ymapoBas, s0ji04Has U



I1aBEJIEBOYKCYCHAs), CIIOCOOHBI YCHJIMBAaTh MOTJIOLIEHUE KHUCJIOPOJa MBIIICYHON
TkaHpto. Kpebc monarBepamn 310 HAOMIOJEHUE W TMOKa3all, YTO IEPEUYUCIICHHBIE
OpTraHUYECKHE KUCIIOThI CTUMYJIMPYIOT Tak)Ke OKUCIIeHHEe upyBara. Kpome Toro, oH
HallleJl, YTO OKHWCJEHHWE THpyBara MBIIIEYHOW TKAHbIO  CTUMYJIHPYETCS
HIECTUYTJIEPOIHBIMU TPUKAPOOHOBBIMU KUCIOTAaMH - IUMOHHOM, IIUC-aKOHUTOBOU U
M30JMMOHHOM, a TaKXe NATUYIJIEPOJIHOM O-KETOTIIyTaApOBOU KUCIOTOM. McnbITaHbl
OBLIN U HEKOTOPBIE APYTUE BCTPEUAIOIIUECS B IPUPOAE OPraHUUECKUE KUCTOTHI, HO
HA OJIHA W3 HUX HEe OOHapyxkwuna momoOHO# akTuBHOCTH. OOpaman Ha ceds
BHUMaHHME CaM XapakTep CTUMYJIMPYIOIEro JIEHUCTBUS AaKTUBHBIX KHUCIJIOT: JIaxe
MaJIOr0 KOJIMYECTBA JIOOOW M3 HHMX OBLIO JOCTATOYHO IS TOTO, YTOOBI BHI3BAaTh
OKHUCJIEHHE BO MHOTO pa3 0oJjblIero KojauuecTa nupysara. L{ukia TpukapOOHOBBIX
KUCJIOT TPECTaBIgeT cOO0I0 KOHEUHBIA OOIIMI MyTh Ui OKHCJIEHHS TOIUIMBHBIX
MOJIeKy1. OH CIYXHUT Takke MCTOUYHUKOM CTPOUTENbHBIX OJIOKOB ISl IPOIIECCOB
OnocuHTe3a. BOJBIIMHCTBO TOTUIMBHBIX MOJIEKYJ BCTYMAIOT B LIMKJI B BUJE allCTUII-
CoA. OxkucnurenbHoe AeKapOOKCHIMPOBAHUE MHPyBaTa, MPUBOASIIECE K
oOpazoBanuto aueTui-CoA, sBISETCS CBSA3YIOUMM 3BEHOM MEXKAY TJIMKOJIH30M U
IIUKIJIOM TPUKapOOHOBBIX KUCJIOT.

Bosbmas yacth (hepMEHTOB pactiosiaraeTcsi B MaTpUKCE MUTOXOHIPHH.
Hckmouenne —  o-KETOTJyTapaTAEruJiporeHasa ¢ CYKIUHATACTHIPOTeHa3a,
pacriojararonmecsi B BHyTpeHHEH MeMOpaHe MUTOXOHIPHUH.

Mk MOXKHO TTOIpa3AeUTh HA JIBE YACTHU:

Oxucnenue anerust KOA 10 CO, u pereHepanus okcajoalerara.

IlepBast ctagust okucyieHus: anetuia-CoA HauMHAETCs] ¢ HAYaJIbHOW peakiMM UK.
Hauvanbnas peakius — koHAeHcanusa anetuin-CoA U okcasoalerara, IpuBOIsIIAas K
00pa3oBaHUI0  IUTpara, KaTAIM3UPYETCS  KOHJACHCUPYIOIMM  (EepMEHTOM,
HUTPATCUHTA30M, TIPU 3TOM MPOUCXOJUT OOpa30BaHHUE CBS3U YIJIEPOI-YIIIEPOT
MEXIY METWIbHBIM yriepoaoM anetui-CoA U  KapOOHWIBHBIM  YIUIEPOJIOM
oKcajoalerara. 3a peakie KOHACHCAIMH, MPUBOISIICH K 00pa30BaHUIO [IUTPHUII-
CoA, craemyer ruaposm3 THOADUPHOU CBSI3HM, COIMPOBOXKTAIOIIMICS TOTEPEH
00JIBIIIOr0 KOJIMYECTBA CBOOOJHON 3HEPrud B (popMe TEIUIOTHI; 3TO OIpPEACNsCT
MPOTEKAaHWE PEaKIMU CJIEBa HANpaBo JI0 e€e 3aBeplieHusd. IIpeBparnienue nurpara B
M30IUTPAT KaTaIM3UPYETCsS aKOHUTA30# (aKOHUTATTHApaTa3oi), coAeprKaleii HoH

Keneza B F92+-COCTO$IHI/II/I, ATOT (PEPMEHT OTHOCUTCS KJIacCy Jina3, a He u30Mepas,
KaK MOTJIO OBl TTOKa3aThCsl Ha TIEPBBIN B3IJISIA. DTa PEAKIUS OCYIIECTBIACTCS B JBE
CTaJINM: CHaYaJla MPOUCXOIUT IETUApaTaIis ¢ 00pa30BaHUEM IIHC-aKOHUTATA (4acTh
€ro OCTaeTcsi B KOMIUIEKCE ¢ (PepMEHTOM), a 3aTeM — THJparaliys U 0Opa3zoBaHue
n3onurpara. Peaknust wHruOupyercs ¢ropameTraToM, KOTOPBIH CHauaia
npeBpamaercss  Bo  (¢ropanetun-CoA;  MmMOcCIeaHWH  KOHACHCHpPYETCS ¢
okcasoarieTatoM, o00pazys ¢TopruTpar. HemocpeacTBEHHBIM HHTHOUTOPOM
AKOHUTA3bl SBIACTCS (TOPIUTPAT; P HWHTHOMPOBAHWY HAKAIUIMBACTCS IIUTpAT.
DKCIEPUMEHTBl C HCIMOJb30BAaHUEM MPOMEKYTOUHBIX COCAUHCHHA, MEUCHHBIX
m3otonoM "C, TMOKa3blBalOT, YTO aKOHHWTA3a B3aUMOJIEUCTBYET C IUTPATOM



aCUMMETPHYHO: OHA BCErja JCUCTBYET HAa Ty YacTh MOJICKYJbI LIUTpaTa, KOTOpas
oOpazoBajach U3 OKcajoalerata. DTO cHadaja ObLIO TPYAHO OOBSICHUTH, TaK Kak
JUMOHHAsA KHCJOTa SIBJSIETCSI BHEIIHE CUMMETPUYHBIM coeauHeHueM. OaHako
nojoxxenue B mpocTtpaHcTBe AByx Tpynn — CH COOH nuMOHHOW KHCIOTBI
otHocutenbHO Tpynmn — OH m — COOH wennmentnyno. O0 acHMMETPUIHOM
JEICTBUM aKOHUTa3bl CBUIETEILCTBYET «CyabOax wmeudeHoro auetmi-CoA (T.e.

M0JIO)KEHUE aTOMOB C14) B MHTEpMEAMATax IUKJIA JUMOHHON KUCIOThI. BO3MOXKHO,
YTO MUC-aKOHUTAT HE SIBISIETCS 00S3aTeNbHBIM MHTEPMEAHATOM MEXY IIUTPATOM H
U30LMTpAaTOM U oOpa3yercss Ha OOKOBOW BeTBU OCHOBHOTO myTH. J[lanee
U30LHUTPATAEruAporeHa3a Kataju3upyeT ACTUAPOTEHHUPOBAHUE C 00pa3oBaHHEM
oKkcanocykiuHara. OnucaHbl TPU PA3IUYHBIX (GOPMBI U30IMTPATAETHIPOTEHA3HI.

Onna u3 mnx, NAD'-3aBucnmas, Haiinena Tonpko B MUTOXOHAPHAX. J[Be Ipyrue

dbopMBI (epMeHTa SBISIOTCS NADP*-3aBucumbivy, MPUYEM OJIHA U3 HUX TaKXKE
HaxOJUTCSI B MUTOXOHAPHUAX, a Apyras B nuTo30Jie. OKHUCJIEHHWE H30IUTpaTa,
CBSI3aHHOE C pa0OTOM JABIXaTEIbHOM MU, OCYIIECTBISETCS MOYTH UCKITIOUUTEITLHO

NAD'-3aBucumbiM ~ depmentom. Jlamee Clemyer AeKapOOKCHIHPOBAHHE C
oOpa3oBaHMEM  O-KETOTJIyTapara, KOTOPO€ TaKKe  KaTaJM3UpPyeTCs  H30-
UTpaTAeTuIporeHazoit. to nepnas MoJiekyna CO,, 00pasyromasics Ipyu OKUCICHUH
arieti-CoA. BaxHBIM KOMIIOHEHTOM pEaklMW JeKapOOKCUWIMPOBAHUS SIBIISIOTCS

nonsr Mn2+ (umm M92+). Cyns mo HMENMMCS JTaHHBIM, OKCaJIOCYKIIMHAT,
00pa3ylolMicsT Ha MPOMEXKYTOUHOM CTaJMd PEaKIUU, OCTACTCSI B KOMIUIEKCE C
depmentoM. o-KeroriyrapaT B CBOIO OYepe/lb MOABEPTacTCsS OKHUCJIMTEIBLHOMY
AeKapOOKCUJINPOBAHUIO, CXOJHOMY C OKHCIUTEIbHBIM JeKapOOKCHIMPOBAHUEM
nupyBara. [lo cymiecTBy OKHCIHUTENbHOE J1eKapOOKCHUIMPOBAHUE O-KETOTIIyTapara
KaTaJM3upyeTrcs: (PEPMEHTHBIM KOMIUIEKCOM, CXOJIHBIM MO CTPYKType€ C IHUpyBar-
JNETUJIPOreHa3HbIM KOMIUIEKCOM. B cocTaB a-KeToriyrapar-aeruaporeHa3Horo
KOMIUTEKCA BXOJST TPH BHAA (EPMEHTOB: O.-KETOTIIyTapaT-ACTHIAPOTreHa3HbI (A'),
TpaHccyKuuHmiazHbii (B') u puruapommnoun-neruaporenasupiid (C') KOMIOHEHTHI.
Hanee, A' cesazbiBaerca ¢ B', u B' cesa3biBaercs ¢ C', Ho A' ¢ C' HEMOCPEACTBEHHO HE
cBs3biBacTca. Takum oOpa3oM, sApPO KOMIUIEKCA COCTAaBJISIET TPAHCCYKLUMHUIIA3a
(ananmoruyHo TpaHcaierwiase). a-Keroriyrapar — aeruaporeHa3Hblii KOMIIOHEHT
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Pucynok 9: Cxema peakuuii HuK/Ia TPUKAPOOHOBBIX KUCIA0T. CepbiMH
M0JIOCAMH Yepe3 CTPeJIKM 0003HAYeHbI MHT MO MpyeMble peaKuuu

(A") u tpanccykumHunaza (B') omimuaroTcs OT COOTBETCTBYIOMIMX (pepMeHTOB (A
u B) nmpyBaT-meruaporeHa3Horo Komiviekca. B To ke BpeMs AUTrUIpOIMIIOWII-
neruaporerazupie yactu (C u C') o00MX KOMIUIEKCOB WAEHTHYHBI. OMBITHI C
PEKOHCTPYMPOBAHUEM 3TUX CUCTEM IIOKA3aJId, YTO KOMILJIEKC, 00pa3oBaHHbIi A, B u
C', Tak)xe aKTMBEH B OTHOIIIEHUHM OKHUCIIMTEHLHOTO 1eKapOOKCUIMPOBAHUS MUPYBATa,
kak kommiekc w3 A, B u C. Ilomobno stomy, C u C' B3aumMo3ameHseMbl
npu  00pa3oBaHUMU  PEKOHCTPYMPOBAHHOTO  KOMIUIEKCA,  OCYIIECTBISIOIIETO
OKHUCJIUTENIbHOE JeKapOOKCWIMpOBaHUE o-Kerornmyrapata. Kak panee Oblio
OTMEUYEHO, XUMOTPUIICUH, TPUIICUH, TPOMOUWH U 3J1acTa3a SBJISIIOTCA TOMOJIOTUYHBIMU
depmentamu. 31€Ch BUAHO, YTO MHUPYBAT- U O-KETOTIIyTapaT-AerHApOreHa3HbIe
KOMIUIEKCHI TPEJCTaBISIIOT COOO0I0 TOMOJIOTUYHBIE accouuanuud (HepMeHTOB.
CTpyKTypHBIE u MEXaHUCTUYECKUE 0COOEHHOCTH, obecrnieunBaroIme
KOOPJMHUPOBAHHBIM KaTaiu3 Ha BXOJI€ B LMK TPUKApOOHOBBIX KHUCJIOT, BHOBB



UCIIOJIb3YIOTCS MO3HEE B Tporiecce PyHKIIMOHUPOBAHUS ATOTO IMKIa. PaBHOBecHe
peaKuu HACTOJHKO CUIILHO CIBUHYTO B CTOPOHY 00pa3zoBaHus CYKUMHMWI-COA, 4TO
€€ MOXHO CUMTaTh (PU3MOJOTHUECKU OJHOHAIpaBieHHOW. Kak W mpu OkucieHuu
NMUpyBaTa, pEaKlusg HUHTHOUPYETCS apCeHAOM, YTO MPUBOIUT K HAKOIUICHHUIO
cyoctpata  (o-KetoriyrapaTra). Peakmmsi — OKHCJCHHS — O-KeTOTJyTapara C
oOpa3zoBaHueM cykuHmI-CoA SIBIISIETCS peakuuen OKHUCJIUTEIIbHOTO
nekapOoKCHUIMpoBanus ¢ oOpazoBanueM napawienbHo moJsiekyn CO2 u NADH. 3to
MOCTICTHAST PEaKIus MepBOro dTamna 1ukia. Bece mocnenyromme peakiui OTHOCSITCS
KO BTOPOMY dTaly IHMKJIa — pereHepanuy okcaioanerara. [IpomomkeHneM IuKia
ABJSIETCS ~ NpeBpalieHue  CyKIMHWI-COA B CYKIMHAT,  KaTaJM3UPYEMOE
CYKIMHATTHOKMHA30H (CyKHMHWI-CoA-cuHTeTa30i). OnHuM M3 CcyOCTpaToB
peakumii siBnsiercst I'I® (v D), u3 KOTOpOro B MpUCYTCTBUM HEOPTAHUYECKOTO
docdara obpazyercss CTP (ITP). 310 — eamHCTBEHHAsI CTaaus ITUKIA JTUMOHHOMN
KHCJIOTBI, B X0JI€ KOTOPOIl TeHepUpYyeTCs BhICOKOAHEpreTuueckas GocdarHas cBA3b
HAa CyOCTpaTHOM ypOBHE; TMIPU OKHUCJIMUTEILHOM JEKapOOKCHIMPOBAHUU  O-
KETOTJIyTapara MOTEHIIMAILHOE KOJIMYECTBO CBOOOJTHOW SHEPTHM JOCTATOYHO IS
obpazoBanuss NADH u BbeicokosHepreTrmueckoil (ocdarnoi cBsizu. B peakiuu,
karamm3upyemoit ¢ocdokunazoit, ATD moxer oOpazoBbiBarbCcs Kak u3 ['TD, Tak u
3 UT®. CykuuHarTMokrMHaza — (EpPMEHT, pachnojlararluiics B MedyeHu. B
aTbTEPHATUBHOM  PEAKIMM MPOTEKAIOMIe BO  BHEMEYECHOUHBIX TKAHIX U
Katamm3upyemoi cykuuHuiaCoA-aneroanerat-CoA-tpancdepasoii (trodopazoit),
cykuuHWI-COA mpeBpaliaercsi B CYKIMHAT CONPSIKEHHO C TMpEeBpallleHHEM
areroanerara B areroanetmi-CoA. B nanHoi peakiun Hykieo3unrpudocdarsl He
00pa3yroTCsl, HO ATa PEAKIUsl WCMOJb3yeTCs I aKTHBAIMH arleTo-alerara, 4To
BKHO 11 OOMEHa JMMHUI0B, KOTOPHIN OyaeT moapoOHO paccMoTpeH Huxke. Jlanee
CYKIMHAT JNETUAPOTEHUpYyeTcs ¢ oOpa3oBaHueM ¢ymapata. JleruaporeHupoBaHue
KATAIM3UPYETCS CYKUMHATACTUAPOTEHA30M, CBA3AHHOW C BHYTPEHHEN ITOBEPXHOCTHIO
BHYTPEHHEH MUTOXOHAPHUAILHOW MeMOpaHbl. DTO €AMHCTBEHHAS JErUApPOTreHa3Has
peaKkuusl LUKIA JUMOHHOM KHUCJIOTBI, B XOJ€ KOTOPOM OCYIIECTBIAETCS NPSIMOU
MepeHoc Bojiopoja ¢ cydctpara Ha (uaBonporenH 0e3 ydyactusi NAD+. depMeHT
comepxkutr FAD u xemezo-cepuniii (Fe:S) Oemok. [loOGaBimeHme MajoHaTa WIIH
oKcajoalerara UHTHOUpYET CYKIIMHATErUAPOTeHAa3Y, 9TO npu-
BOJIUT K HaKOIUICHUIO CyKIlMHaTa. @ymapa3a (pymaparruaparasa) KaTau3upyeT
IPUCOEANHEHNE BOJbI K (pymapary ¢ oOpa3oBanuem manata. @ymapasa crequpuaHa
K L-uzomepy Manara, oHakaTaJIM3UPyeT MNPHUCOEIMHEHUE KOMIIOHEHTOB MOJIEKYIIbI
BOJIbI IO IBOWHOM CBsI3W (pymapara B TpaHC-KOH(UTrypanuu. Manataeruaporesasa
KaTaJIM3UpyeT MpEeBpalleHue MajlaTa B OKCalOaleTaT, Peakius HAET C ydacTHEeM
NAD+ . XoTst paBHOBECHE ATOM peakMy CUIIBHO CABUHYTO B HaIlpaBJICHUU Majarta,
pealbHO OHAa NPOTEKAET B HANpPABICHHHM OKCAJIOALIETaTa. MOCKOJIbKY OH BMECTE
¢ NADH nocTossHHO mOTpeOsieTcs B APYTUX PEAKITHSIX.

@epMEHThl 1UKJIA JUMMOHHOM KHUCJIOTHI, 3a HWCKIIOUEHUEM (.-KETOTJyTapar H
CYKUMHATACTUAPOTEHA3bl, OOHApYKUBAIOTCS W BHE MHUTOXOHApUH. OjHAKO
HEKOTOpbIC U3 ITHX (HepMEHTOB (HampuMep, MalaTAeruaAporeHa3a) OTIMIArTCs OT



COOTBETCTBYIOIIMX MUTOXOHIPUATbHBIX ()EPMEHTOB.

Takum oOpazoM, JABa aToma yrjiepo/ia MoCTYMaT B ITUKI B BUje anetui-CoA u aBa
aroma yriepojaa nokujaroT nuki B Buge CO9 npu mocienoBaTenbHbIX PEAKLMAX

JeKapOOKCUIMPOBAHMUS.

CYMMapHaSI PCaKIus OUKIIa TpI/IKap6OHOBBIX KHCJIOT:

Ac-CoA + 3NADT+FAD"+GDP—2CO,+NADH+FADH,+GTP
CymMapHast peakiiys oJHOTO OKHCJIeHuUs ToKo3b1 10 CO,:

Iioko3a + 2AT® + 10NADY +2FADY +4AI®+2GDP— 6CO,+ 2A11D +
4AT® + 10NADH+2FADH,+2GTP

Nuruourops! uukiaa Kpeodca. Sabi: gropanerar u «1eTajJbHbIA CHHTE3»

Cpenu mpoCThIX COEIUHEHUN CaMbIM «CMEPTEIbHBIMY SIJIOM SIBJIETCS (hToparerar
Hatpusa. LDgg (no3a, nerampHas mist 50% NOMy4MBINMX €€ XKMBOTHBIX) I KPBIC

coctaBisier Bcero Jmmib 0,2 mMr/kr —moutd B 10 pa3 MeHblIe JIeTaIbHOU 03B
HEpBHOTO dAna auuzonponwipropdpocdara. [lupoko ymnoTpednsieMblil (XOT U
OT3BIBBI O €T0 JIEHCTBUM IPOTUBOPEUMBHI) KaK i1 111 TPhI3yHOB « 1080», propamerar
OBbLJI TaK)Ke OOHAPYXEH B JIMCThAX HEKOTOPBIX SIAOBUTHIX PACTEHUH, BCTPEUAIOLIUXCS
B Adpuxe, ABctpamuu u FOxuoit Amepuke. [IpumeuarenbHo, uTo AudTopanerar
HCP>—COO~ BoOOmIE HETOKCHUYEH. bBHOXMMHYECKMMH  HCCIECIOBAHUSAMU

YCTaHOBIIEHO, YTO caM (Topalerar He OKa3bIBaeT Ha KIETKH TOKCHUYECKOTO
neicTBus. TOKCUYHOCTD MPOSBIIAETCS JIMIIb MOCIEe META0OJIMUECKOTO MPEBPALLCHUS
¢Topauerara B GTOPOLMTPAT, ABJIAIOIIMNACSI BBICOKOCIEUU(PUUHBIM HUHTUOUTOPOM
aKOHUTA3bl. ITOT (haKT BEChbMa MPUMEUaTeNIeH, MOCKOJIbKY U30MEPHBINA (PTOpIIUTpAaT,
oOpazyronmics B peakiinu Gpropokcanoarierara ¢ aletui-CoA, oka3bIBaeT Ha TOT Ke
dbepMeHT Jimib ciiaboe MHrUOUpYyIollee JEUCTBUE, XOTS KaK pa3 y 3TOro u3omMepa
aroM ¢GTOopa HAXOJUTCS HA TOM YYacTKE, KOTOPBIA aTaKyeTcsi aKkOHUTa30d. AToM
dbTopa mMeeT HEOOIBIION BaH-Iep-BaanbcoB paauyc (0,135 HM), cpaBHUMBINA ¢ BaH-
Jep-BaalbCOBBIM paguycoM Bogoposaa (0,12 uM); Ha 3T0 0OCTOATEILCTBO YaCTO
CCBUIAIOTCS, KOTJa TOBOPST O CHOCOOHOCTH (HTOpCOAEpIKAIIMX COEIUHEHUN
«oOManbIBaTh»  (depMeHThl. OpHako  OoJiee  BEPOATHO, UTO  BbICOKas
AIIEKTPOOTPHIIATENILHOCTh (DTOpPA M €ro CIOCOOHOCTh K yYacTHIO B BOJIOPOHBIX
CBSI3SIX JIENIAlOT €ro B MeTabO0JIMYEeCKOM OTHOIIEHUU Oojiee cpaBHUMbIM ¢ —OH-
rpynmnoii. B ciyyae ¢ ¢ropuutparoM npennosararT, YTO UHTHOUPYIOLIUI U30MeEp
CBSI3BIBACTCS C aKOHUTA301 «HEMPABUIBHBIM CITOCOOOMY, TP KOTOPOM aToM (Topa
OKa3bIBACTCA KOOPJIMHAIMOHHO-CBSI3aHHBIM C aTOMOM eJie3a B aKTUBHOM LIEHTpE
AKOHUTA3BI.

Peryasinusi CKOPOCTH HUKJIA TPHKAPOOHOBBIX KHUCJIOT

Perynsiuust cKOpOCTH IIMKJIA TPUKAOOHOBBIX KHUCJOT OCYILECTBISIETCS Ha YpPOBHE
PEryJsliM CKOPOCTH HECKOJbKHUX peakiuil Iukiaa. B OonbIIMHCTBE cllyyaeB
CKOpOCTh (YHKIIMOHUPOBAHUS META0OJIMYECKUX IMKJIOB OMNPEAEISETCS UX



HavyalbHBIMU dTamaMu. [lomararoT, 4yTo Tak ke OOCTOUT Jel0 M B Ciydae IUKIa
JUMOHHOW KUCJIOTHL. OO01Iast CKOPOCTh €ro (GyHKIIMOHUPOBAHUS BO MHOTHX TKaHSIX
omnpenersieTcsl IEepBOM peakuued: CuHTe3 nurparta. Pasymeercs, CKOpOCTh
[UTPATCUHTA3HOW PEAaKIMN PEryJIupyercsi KOHIIGHTpalei ee cyOcTparoB, B
YaCTHOCTH KOHIeHTpauued anetuin-CoA, a oHa B CBOIO OYe€pelb 3aBUCHUT OT
aKTUBHOCTU MUPYBATAETHIPOr€Ha3HOTO0 KOMIUIeKca. Perymupyercs 3Ta peaxius
TaKXe KOHUEHTpalueil BTOpOro cyOcTpara — OKCanoaleTrara; BO3MOXKHO JaXKe, YTO
ATOT (paKTOp HUIpaeT TJIABHYIO POJib, MOCKOJIbKY KOHIIGHTpAIUsl OKcajoarerara B
MUTOXOHAPUSX OYEHh HHM3KAa W 3aBUCUT OT MeTabonuueckux ycioBuil. Ha
aKTUBHOCTbH LIUTPATCUHTA3bl BIMSET TAK)KE KOHILIEHTpalus CyKUuHWI-COA, 0JJHOTO
u3 0oJsiee MO3JHUX MPOMEXKYTOUHBIX MPOAYKTOB LKKIA. Kak TOIbKO KOHUEHTpauus
CyKUMHUI-COA MpeBhIIIaeT HOPMaIbHBIN CTALIMOHAPHBIA YPOBEHb, IUTPATCUHTA3a
Cpazy ke HMHTHOMpYEeTCs, MOCKOJbKY CYKIMHWI-COA TIOHHXAET €€ CPOJCTBO K
anetnii-CoA, 10 ecth CyKUMHWI-COA SIBIISIETCSI OTPULIATENBHBIM AJUIOCTEPHUECKUM
peryasiTopoM (MHTMOMTOPOM) LUTpAT CUHTa3bl, YMEHBIIAIOINIMM €€ aKTUBHOCTb.
KupHble KHUCIOTBI, ClyXamue MpeamecTBeHHUKamMu — aneTwi-CoA;  Toxke

UHTUOUPYIOT IUTPATCUHTA3Y, SBIBSACH OTPHUIATEILHBIMA  QJUIOCTEPUIECKUMU
apdexropamu. B HEKOTOpPHIX KJIE€TKaX poOJb AUIOCTEPUUYECKUX HHTUOUTOPOB
nuTparcuHTaszbl urparot nurpat u NADH.

VY Oonbluel 4acTu KIETOK OKHCJIEHHE HM30LMTpara 1o o-keroriyrapara u COo,

KOTOPOE MOXKET MIPOUCXOIUTH noJ JEeUCTBUEM JIBYX  Ppa3HbIX
M3OILMUTPATACTUIPOTECHA3, PETYIUPYETCs, MO-BUANMOMY, MyTEM aUIOCTEPHUUECKOMN
ctumynsinun NAD-3aBucumoro ¢epmenta, Bbi3biBaemMoit ADD. B To ke Bpems
NADH u NADPH nelicTByI0T Kak OTpHLATENIbHBIE ANIOCTEPUUECKUE MOIYISATOPBI
W3OIUTPATACTUPOTCHA3HOW  aKTMBHOCTH.  MHTHOMTOpOM  aKTUBHOCTH  O-
KETOTJIyTapaTJeruipOreHa3Horo KOMILIEKCA CIIYKUT MPOAYKT PEAKIMH CYyKITMHIII-
CoA. Takum 00pa3oM, B LUKJIE JIMMOHHON KHUCIIOTHI PETYIUPYIOTCS, IO MEHbIIEH
Mepe, TPU CTAJAUU, U TOJIBKO B CBOUX JIETAIAX 3Ta PETYJALMS Y Pa3HbIX TUIIOB KJIETOK
HECKOJIbKO  paziuuyaercs. CKOpOCTh TJIMKOJIUM3a B HOPMAJIbHBIX  YCJIOBUSX
COIJIACOBaHA CO CKOPOCThIO (DYHKIIMOHUPOBAHUS IMKJIA JIUMOHHOW KHUCIIOTHI: B
KJIETKE J0 MUpYyBaTa pacIlEIUIsieTCsl POBHO CTOJILKO TITFOKO3bI, CKOJIBKO HEOOX0IUMO
JUISL TOTO, 4YTOObI OOECMEeYUTh LMK JUMOHHOW KHUCIIOTHI «TOIUIMBOMY», T. €.
aneTuIbHbIMM Tpynnamu anetun-CoA. Hu nupypar, Hu naktar, HU anetuia-CoA
O0OBIYHO HE HAKAIUIMBAIOTCS B a’pOOHBIX KIETKAaX B OOJBIIMX KOJUYECTBAX; MX
KOHLIEHTpAllUM  NOJJEP>KUBAIOTCS ~ HAa  HEKOEM  IOCTOSIHHOM  YpPOBHE,
COOTBETCTBYIOIIEM JUHAMUYECKOMY paBHOBeCHIO. (COTJIACOBAHHOCTh MEXIY
CKOPOCTBIO IITMKOJIM3a U CKOPOCThIO GYHKIIMOHUPOBAHMS IUKJIA TUMOHHOM KHUCIIOTHI
OOBSICHACTCSI HE TOJIBKO TEM, UTO TMEpPBBIM MPOIECC HHTMOUPYETCS] BBICOKUMU
koHreHtpauuamMu  AT® wu NADH, T.. KoMmoHeHTamMH, OOIUMU  JJIs
[JIMKOJIUTUYECKON W JIbIXaTE€IbHOW CTAIU OKHUCJIECHUS TJIIOKO3bI; OMNPEIeNICHHYIO
pOJIb B 3TOM COTJIACOBAHHOCTU UTPAET TAKKe€ M KOHIEHTparus nutpara. [Ipoaykr
NEepBOM CTagUU LHMKIA JUMOHHOW KHUCIOTBI - IUTPAT SIBISIETCS AIOCTEPUUYECKUM



uHruouTOpoM  (hochodpyKTOKMHA3BI, KATAIM3UPYIOMIEH B MPOIECCE TIUKOJIN3a
peakiuio hochopunrpoBanusi Ppykro3o-6-pocdara.

AHaIUIepOTHYECKUE PeaKIUn

[Myky1 TUMOHHOW KHCJIOTBI — 3TO ellle U OJUH U3 ambudonmueckux myreid. OH
HCIIOJIb3YETCS HE TOJIBKO JIJIsl OKUCIUTEIHHOTO KaTaboam3Ma, T. €. JJIsl pacIlerIeHus
YIJIEBOJOB, XKUPHBIX KUCJIOT U AMUHOKHUCJIOT, HO MOXET CIYKUTh TaKXE MEPBOM
cTaguell MHOTUX OMOCUHTETUUECKUX MMyTEH, JJIsl KOTOPBIX OH SIBJISIETCS UCTOUYHUKOM
npeamecTBeHHUKoB. [lom  Bo3mencTBMEM psila  BaXHbBIX BCIIOMOTATENbHBIX
(GepMEHTOB HEKOTOPBIE MPOMEKYTOUHBIC MPOIYKTHl LUKIA JTUMOHHOMN KHCIIOTHI,
IJIaBHBIM 00pa30M 0-KETOTIyTapaT, CYKLUMHAT U OKCcalloalleTaT, MOTYT YAAJISThCS U3
[IMKJIa ¥ UCMOJIb30BATHCS B KaY€CTBE MPEAIUIECTBEHHUKOB aMUHOKHUCIOT. CKOPOCTH
(YHKIIMOHUPOBAHUS IUKJIA JUMOHHOM KHCJIOTHI MPH 3TOM, Ka3ajJoCh Obl, TOJDKHA
CHIDKAThCSI, TOCKOJIbKY TaKOW OTTOK MPOMEXYTOUHBIX MPOAYKTOB U3 LUKJIA JOJDKECH
MOHWXKATh HMX KOHLIEHTPALUKO B KIETKE. B JIEMCTBUTEILHOCTH KE ITOrO HE
MPOUCXOJUT, TaK KaK YyObLIb MPOMEKYTOUHBIX MPOJYKTOB IMKJIA BOCIOJHSETCS
Omaromapst AeHCTBHIO Ipyroro HaOopa (epmentoB. [Ipm HOpMANbHBIX YCIOBHSIX
pEaKIuu, OTBJICKAIOUIME NPOMEKYTOYHBIC MPOAYKTHI M3 IMKIA, W PEaKIHH,
BOCTIOJTHSIOIIME UX YOBLITb, HAXOJATCS B COCTOSTHUU JUHAMUY €CKOTO PAaBHOBECHS, TAK
YTO KOHIIEHTpAIUsl 3TUX MPOJYKTOB B MUTOXOHJIPUSIX OCTaercsi 0oJiee WM MEHEe
MTOCTOSTHHOM.

CnenuansHpie (epMEHTATUBHBIC PEAKIMH, O00ECTICUMBAIONIME TOTOJHCHHE Iyjia
MPOMEKYTOUHBIX TMPOJYKTOB IHMKJIAa JMMOHHOW KHCJIOTHI, HOCST Ha3BaHUE
AHAIUIEPOTHYECKUX (IOMOJHSIOMMX») peakiuid. Haubosiee BaxkHas peakuus
TaKOTO pPOJa B JKMBOTHBIX TKaHSIX ATO (PepMEHTAaTHBHOE KapOOKCHIMPOBAHHE
nupyBara 3a cyer CO2 ¢ o00pa3oBaHHMEM OKCaloalleTaTa KaTaIU3UPYET 3Ty

oOpaTumyto peakinio hepMeHT nupyBaTKapookcuiaza. Eciu s nukia TMMoHHON
KHUCIJIOTHI HE XBaTaeT OKcajoalreraTa Wik Kakoro-HUOYAb APYroro mMpoOMeKyTOYHOTO
NpOAYKTa IHKIA, TO KapOOKCWIMPOBAaHUE NHUpPYyBaTa CTUMYJIUPYETCS W 3arac
okcanoauerara pacter. i (pepMeHTaTHBHOrO MPUCOEAUHEHHS] KapOOKCUIIbHOM
IpyNIbl K MOJIEKYJIe mupyBaTa TpeOyercst sHeprus. VCTOUHMKOM €€ CIyKHT
COMpsDKEHHOE ¢ maHHOW peakmuer pacmemieane AT® mo AJID um docdara.
[lockoNbKy CymMMapHasi peakiusi COIPOBOXKIAETCS JIMIIb HE3HAYUTEIbHBIM
W3MEHEHUEM CTaHAApTHOM CBOOOJHOW HHEPTrUH, MBI MOXKEM 3aKIIFOYUTh, YTO
cBOOOIHAsl PHEPrus, HeOOXoAUMasl ISl NPUCOEINHEHUSI KapOOKCUILHOM IPYIIIBI K
UpyBaTy, MPUMEPHO paBHA CBOOOJHOM SHEPTHUH, BBIACISIONMICHCS MPU THAPOIU3E
AT®. [MupyBaTkapOOKCcuUIa3a OUYEeHb CJIOXKHBIN hepMeHT. Ero monekysspHas mMacca
paBHa npubmmsutenbHo 650000 Da. Mouekyna ¢epMeHTa COAEpPKUT YEThIpE
npocteTnyeckue rpymnmbl. Kaxaas U3 HUX COCTOUT U3 OJHOM MOJIEKYJIbl BUTAMHHA
OMOTHHA, KOBAJIEHTHO CBSA3aHHOTO (MENTUAHOM CBSA3HI0) C aMUHOTPYMIOM 0CO00T0
OCTaTKa JM3UHA, HaxojsAulerocs B akTUBHOM weHTpe. CBoOogusli CO»9,

MPEAIMIECTBEHHUK HOBOW KapOOKCWILHOW TPYIIBI OKcajoarerara, cHadaia



aKTUBUPYETCS IyTeM NPHUCOEIUHEHHS K OJHOMY M3 aTOMOB a30Ta B MOJIEKYJe
OnoTuHa. DTa akTUBaIMs, cBsi3aHHas ¢ pacxogoBanneM AT®d, cocramiser nmepByro
CTaJIMI0 PEaKINM, KaTaau3upyemMoil mupyBarkapOokcuiazoil. Ha BTopoii ctagum,
NpOTEKAIONIeH TaKkkKe B aKTUBHOM LIEHTpe (hepMeHTa, HOBasi KapOOKCUIIbHAS TpYIINa,
KOBAJIEHTHO CBSI3aHHAs C MPOCTETHUECKOW Ipynmnoi (epMeHTa, MEepeHOCUTCS Ha
nupyBaT ¢ oOpazoBaHueM okcanoarerara. [lupyBaTkapOokcHia3a MPUHAIJICKUT K
perymsitopabsiM (pepmentam. B otcyrcTBue anetun-CoA, KOTOPBIN CIY>KUT Ui Hee
MOJIOKUTENILHBIM MOJYJIITOPOM, CKOPOCTh KaTAIM3UPYEMOH €10 MpsIMOIl peakuuu,
NPUBOJSILEH K 00pa30BaHUIO OKCaNoaleTara, OueHb HeBeslnKa. MI30bITOK ke aneTui-
CoA. mOCTaBISIIONIETO «TOIUIMBO» ISl LIMKJIA JUMOHHOM KHUCJIOTBI, CTUMYJIUPYET
NUPYBATKAPOOKCUIIA3HYI0 PEAKUUI0; B pe3yibTare 3TOro oOpaszyercs Oo0Jible
OKcayjoarerara M IUKJI HCHOJb3yeT Oousiblie anetwi-CoA B LUTPATCUHTA3HOM
peakmuu. [TupyBaTkapOoKcuIazHas peakiisi — TJIaBHAs aHAIICPOTHYECKAsT PEaKITHs
B IIEYCHH U TTOYKaX. B MUOKapie 1 B MBIIIIIAX MPOTEKAIOT IPYTUe aHATUIEPOTUICCKUE
peaKIuu. Onna u3 TaKUX peaxiuii KaTaJM3upyeTcs
dhochoeHOMUpYBaTKApOOKCUKMHA30M. B 3TOM peakiuy mpoucxXo uT paciieIuieHue

dbocdoeHOMMUpyBaTa - CBEPXBBICOKOIHEPTETHUECKOTO  (hoCHOpMIUPOBAHHOTO
COeNMHEHMsI, 00pa3yroIerocsi B mpoiecce rinkoin3a. BeicBoOOOKIaeMast SHEpTUs
UCIIOJIb3YeTCs ISl KapOOKCWIMPOBaHUS ¢ OOpa3oBaHWEM OKcajloalerara. a ee
ocTtaTtok 3amacaercsa B popme GTP.

I'nuoxkcHJIATHBIA UKJ OJAHA U3 MOAU(PUKANUN HUKJIA JUMOHHON KUCJIOTHI

VY pacTeHHii M1 HEKOTOPBIX MUKPOOPraHU3MOB, Hanpumep y E. coli, anernnbHbie
TPyHIbl 4acTO CJIy>KaT HE TOJbKO BBICOKODPHEPTETUYECKUM «TOIUIMBOM», HO M
HMCTOYHUKOM METAa00JIUTOB, U3 KOTOPBIX CTPOSITCS YIJIEPOIHbIEC CKENEThI YIICBOI0B.
B Takux kieTkax JeHCTBYIOT JBa BapUaHTA IMKJIA JUMOHHOM KUCIOTHI: 1) 0ObIyHas
MOCJIEA0BATENBHOCTh PEAKLIUNA, B XOJ€ KOTOPOW MPOUCXOJIUT OKHUCIICHHE alleTHJI-
CoA no CO2 cBolicTBeHHas: OOJNBIIMHCTBY TKaHEW, U 2) ocobas ee MoaupuUKaIys,

Ha3bIBacMasd TIJIHOKCHJIATHBIM IHUKJIOM.

B rimokcunatHom nukie anetwii-CoA  B3auMOJIEWCTBYET € OKCAloaleTaroM, B
pesynbTare uero ooOpasyercs 1uTtpar. OAHAKO pacuielUIeHWE HW30IMIpara
MPOUCXOJUT HE B OOBIYHOW M3OLUTPATACTHAPOHEHA3HOW DPEAKIMU, KaK B IUKJIC
JUMOHHOW KHCIIOTBI, a OCOOBIM TIIyTeM TOoJ JCUCTBHEM (QEepMEHTa H30IH-
TpaTiMa3dbl ¢ o0Opa3oBaHMEM CyKHMHAaTa © TiMoKcwiata. (OOpa3oBaBIIMIACS
IJIMOKCWJIAT Jajiee KOHJECHCUPYETCS C Apyroil mosekyinon anetun-CoA, d4Tto
MPUBOJUT K 0Opa30BaHUIO Majara, 3Ta PEAKIUs KaTAIU3UPYETCS MAJIATCUHTA3O0IM.
3aTeM MajlaT OKHUCJIISIETCS 10 OKCcaloaleTara, KOTOPbIA MOXKET KOHJIEHCHUPOBATHCS C
HOBOM Moutekynon aretmin-CoA, HauumHas TeM caMbIM HOBBIM 000poT mukia [Ipu
KaXJI0M 000pOTE IIIMOKCUIATHOTO LUKJIA B HETO BCTYMHAIOT JIBE MOJICKYJIbI alleTHJI-
CoA u obpa3zyercst oHa MOJIEKyJIa CyKIIMHATa, KOTOpast 3aT€M UCIIOJIb3YETCs B



(
O=CH—COO -—~=~.<K0ASH
I a

CHz—CO0  uMTpaTCHHTA3a (4, —cog

oKCanoauerar
NADH » | 2
/ HO—C—CO00
L-manataermaporenasa |/
2 CHz—COO
NAD__- unTpar
HO~——~CH—COO
| AKOHNTA3A
CH;—COO
manarv
\ CH;—COO0O
Manar- '
CUHTa3a ’\\ HC—COO
KoA—S—C—cCH, ~ §H MIOUMTPAT- HO—CH—CO0
3 CO0 = NIM338 __—~  y3ountpar
MUOKCUNAT
THQ—CC‘O.
CHz—COO
CyKUMHaT

Pucynok 10: Cxema peakuuii riin0KCWIATHOTO IIUKJIA

npotieccax ouocunreza. CyKIIMHAT MOXKET MpeBpamiaTbes yepes3 pymapar u Majar B
oKcajoalerar u3 KOTOporo ooOpasyercs ¢ochoeHommupyBar myTeM oOparieHus
OTNIMCAHHOU BBILIE docdoenonmupyBarkapOOKCUKUHAZHOM pEeaKIuH.
®docdoeHonmUpyBaT  HUCHOJB3YETCS B KAueCTBE  MPEAIICCTBEHHUKA  IpHU
OMOCHHTE3€ TIIOKO3bl. Y JKMBOTHBIX TIJIMOKCUJIATHBIA IIUKI OTCYTCTBYET;
M30LMTPATCUHTAa3bl M MalaTiMa3bl B JKMBOTHBIX KJETKax HeT. B opranmsme
JKUBOTHBIX CYILECTBYIOT JApYrue MyTH Ui CHHTE3a YIJIEBOJOB M3 TMPOCTHIX
MPEAIIECTBEHHUKOB

. B mpopacTarommx cemMeHax TJIMOKCWIATHBIM LMK, HAlpOTHUB, (PYHKIUOHUPYET
OYEHb aKTHBHO: TAKUM IYTEM U3 allETHIIbHBIX TPYMI (MICTOYHUKOM KOTOPBIX CITyKaT
KUPHBIE KUCJIOTHI, BXOJAIINE B COCTAB 3alaCHBIX TPUAIMIITIIMIIEPOJIOB) 00pa3yercs
rimoko3a. MepMeHThl U30LUTPATIIMA3a U MAJAaTCHUHTa3a HaXOJSATCS B PACTUTENbHBIX
KJIETKaX B OCOOBIX IIUTOIJIA3MAaTUYECKUX OpraHe/uiax rJIM0KCHCOMAaX.

JlpIxaTeIbHas 1eNb U OKHCIUTeIbHOE (pocdopeinpoBanue
Kak 0b110 paccMOTpeHO paHee CyMMapHasi peakiysi OKUCJIeHus Tioko3bl 10 CO, B



peaKIMaX TIUKOJM3a W LUKIEC TPUKAPOOHOBBIX KHCJIOT BBHITJISIIUT CJICTYIOIIIM
obpazowm:

Tmoko3a+10NAD™ + 2FAD" + 2AJI®+ 2 TJI® = 6 CO, + 10NADH + 2FADH,
+2I'TD + 2ATD

Kak BUOHO W3 CyMMapHOW pEakIMy SHEPTreTUYECKUM BBIXOJ HJAHHOTO Mpolecca
okuciienuss He BemMK 2 AT® u3 rmukommza u 2 ['TO u3 uukna TpukapOOHOBBIX
KHUCJIOT €CJIM LUKJI HJIET B MEYEHH, TO €CTh TOJbKO B MEUCHOUYHOW TKAHMU UK
TPUKAapOOHOBBIX  KHCJIOT  JAeT  HSHEPreTUYECKUHd  BBIXOA B BHUIE
Hykieo3unrpudocdaron. Ilpu yeM OCHOBHBIM MPOIYKTOM OKHUCIICHHS SBIISIOTCS
BOCCTAHOBJIEHHbIE JOHOpbI/akienTopsl 31eKTpoHoB uiar NADH u FADHZ2, nostomy
BaXXHBIM (DAKTOPOM SIBJISIETCA J10KA3aTEIbCTBO BO3MOKHOCTH UCTOJIb30BaTh JaHHbIE
MOJIEKYJIbI B Kaue€CTBE MCTOYHMKA JHEPrUU. XOTS B COCTaBE JAHHBIX MOJIEKYII
MIPUCYTCTBYIOT dbochoanruapuHbie CBSI3H, XapaKTEepHbIE TSt
Hykjeo3uaTpudochaTtoB, U, CIEAOBATEIBHO, IaHHBIE MOJIEKYJIBI MOTYT OBITh
noHopamu 3Heprun kak AT®d, HO TMAPONM3 TAHHBIX MOJIEKYJ HE SBISIETCS
PKOHOMMYECKH BBITOJHBIM, TaK KakK 3aTpaTbl HA CHUHTE3 3TUX MOJIEKYJ CIMIIKOM
BelMK. Bropas mpoOiiema cBs3aHa ¢ TEM, UTO THAPOJIU3 CBSI3H MOXKET MPOUCXOIUTh
KaK B OKHCJICHHOM, TaK U B BOCCTAHOBJICHHOW MOJIEKYJE, CIIE0BATEIbHO, C TaKOU
TOYKH 3PEHUS LUKII TPUKApOOHOBBIX KUCJIOT CTAHOBUTCSI OECCMBICIECHHBIM, YTO AJIS
MIPUPOJIbI HE XapakTepHO. M3 3TOro MOXKHO clienaTh BBIBOJI, YTO 3allacaHUe SHEPTUU
CBSI3aHO C TMPOLIECCOM BOCCTAHOBJICHHSI OKUCIHUTEIHHO-BOCCTAHOBUTEIbHBIX
skBuBaeHToB NAD' 1 2FAD" 1 OKUCIUTENbHO-BOCCTAHOBUTEIBHBIMHI PEAKIUSIMH.
Heo6xomumo 9310 nmoka3atb. (OCHOBHBIM MapaMeTpoM B  OKHCIUTEIbHO-
BOCCTAaHOBHUTETHBHBIX PEAKIUAX SIBISIETCS HMX CIOCOOHOCTh OTHaBaTh (OBITH
BOCCTAHOBHTEJIEM) WIM NpPUHUMATh (ObITh OKUCIUTEIEM) DJEKTPOHBI B XOJE
peakuuu. DKCIEPUMEHTAIBLHON XapaKTEPUCTUKON AITUX CHOCOOHOCTEH MOJEKYI
SIBIISICTCS OKUCIIMTENHHO-BOCCTAHOBUTENBHBIN MOTEHITAT WK ed/0X moTeHmmaI.

OKHCIUTEeJBHO-BOCCTAHOBUTEIbHbIE MOTEHIMAJIbI 1 H3MEHEHHUs CBOOOTHOI
IHEPruu

OKHCIIMTEILHO-BOCCTAHOBUTEIbHBIM ~ MOTEHIMAT - 3TO  AJIGKTPOXUMHYECKAs
kareropusi. Heo60xoaqumMo paccMOTperh i MpuUMepa BEIIECTBO, KOTOPOE MOYKET
CYIIIECTBOBAaTh B OKHUCIEHHOW X W B BOcCTaHOBIeHHOU ¢opme X . Takas mapa
Ha3bIBACTCS OKHUCJIUTEIILHO-BOCCTAaHOBHUTEILHOM napomu. OxucnuTenbHO-
BOCCTAaHOBUTEIBHBIA TOTCHIIMA TAKOW Tapbl MOXHO OMNPEACITUTh, HW3MEpss
AIIEKTPOIBIKYIIYIO CHITY, Pa3BUBAEMYIO OTIBITHOM TOJYKaMepOl MO0 OTHOIICHHIO K
CTaHJAPTHON KOHTPOJHHOU mosiykamepe. OTbITHAas MOJyKaMmepa IpeacTaBIseT
c00010 DJNEKTpOJ, NOrpyxeHHbli B pactBop 1| M oxucmurens (X) m 1 M
BocctanoButenss (X). CraHmapTHas KOHTPOJBbHAs TMOJyKamepa COCTOUT U3

ANEKTPOJa, NmorpyxeHHoro B 1 M pactBop HY | Haxomstmmiics B paBHOBECUU C
razoo6pasueM Hp npu nasnennu B | atM. DJIEKTpOAbl IPUCOEAUHSIOT K BOJILTMETPY

H arapoOBbIM MOCTHUKOM 00€eCIeYnBarOT QJICKTPOIIPOBOAHOCTb MCKIY ITOJIYKaMCpaMHU.



[IpoucxoauT MOTOK 3JEKTPOHOB OT OJHOM MOJyKaMepsbl K Apyrou. Ecim peakius
UJIET B HAITPABJICHUH

X"+ HY — X+ 1/2H,.
TO B MOJIy KaMmepax OyAyT MPOUCXOIUTh CICTYIONIUE PEaKIUH:
X — X+8& HY +&— 1/2Hy

Takum 00Opazom, 3NEKTPOHBI ABUKYTCS OT OMBITHOM MOJyKaMepbl K KOHTPOJIbHOM H,
CJICIOBATENIbHO, JJIEKTPOJ B OIBITHOM IOJyKaMepe 3apsKEH OTPULATEIBHO I10
OTHOLIEHUIO K  JJEKTPOAY  CTaHAApTHOM  mosykamepsl.  OKHCIUTEIBHO-

BOCCTAaHOBUTEIbHBIM MOTeHIMan mnapbl XX
@ COOTBETCTBYET  HANPSUKEHHIO B Hadale

skcriepuMenTa (koraa koHneHTpamuu X, X u

H*  paBHsI 1  M).  OxuciaurenbHO-

H, BOCCTaHOBUTEBHBIN TOTEHIMAT IApbI H+:H2

1 arm onpezaeneH paBupiM 0 B (BosbT). 3HaueHue
-1_M_i N AT T T OKHCJIUTEHHO-BOCCTAHOBUTEILHOTO

) HOTEHIUATIA Tenephb OYEBHIHO.
T™™MX J 1H" | OrpunarensHwiit OKHUCJIUTENBLHO-
BOCCTAHOBMTELHBINA IOTEHLUAI TOBOPHUT O
TOM, YTO JAHHOE BEIIECTBO HMMEET MEHBIIEE

CPOJACTBO K deKkTpoHaM, 4yeM Ho (kak B

Pucynok 11: Ctpykrypa
IKCIIePUMEHTA MeTO4a MoJIyKaMep
JJIS1 OTIpe/ieJIeHUsI OKUCJIMTEJIbHO -
BOCCTAHOBMTEJIHLHOI 0 MOTEHIMAIA

BBIIICTIPUBECHHOM  TpUMeEpe), TO  €CTh
MOJIEKYJIA SIBJSIETCS JOHOPOM 3JIEKTPOHOB, TO
ecTb  BoccTaHoBUTeneM. IloJIOKUTEIbHBIN
OKUCJIUTETbHO-BOCCTAHOBUTELHBIN MOTEHITUANI CBUJIETEIHCTBYET O 00Jie€ BHICOKOM,
yeM y Hp, cpoxctBe naHHOrO BeleCTBa K JJIEKTPOHAM, TO €CThb SABIACTCS

OKHMCJIUTCIICM MU MOHGKYHOﬁ, c OoJbmel  JIETKOCTBIO HpPICOCIIHHHIOH.I@ﬁ
QJICKTPOHEI. OTH COOTHOIICHUS OTHOCATCS K CTaHAApPTHBIM YCJIIOBUAM, KOI'a

KOHLIEHTPALlUU OKHUCIIMTEIIA, BOCCTAHOBUTENSA U Ht paBuel 1 M u nasienne Hp

coctaBisier 1 atM. Takum 00pa3om, CWIIbHBIN BoccTaHOBHUTENb (Hanpumep, NADH)
o0JaiaeT OTpUIATENbHBIM OKHUCIUTENbHO-BOCCTAaHOBUTEILHBIM MIOTEHIIMATIOM, TOTa
Kak CWwibHBIA okuciurens (O9) HMMEET MOJIOKUTENBHBIM  OKHCIMTEIbHO-

BOCCTAaHOBUTEJbHBIN MOTEHIMAT. OKHUCIUTENTLHO-BOCCTAHOBUTEbHBIE MOTEHIUAIIBI
MHOTHUX OMOJIOTUYECKU BaXKHBIX OKUCIUTEIbHO-BOCCTAHOBUTEILHBIX AP U3BECTHBI.
N3menenne CBOOOJHONW SHEPTUM OKUCIUTEIbHO-BOCCTAHOBUTEILHON peaKiuu
MOXHO JIETKO BBIYUCJIWTh W3 Pa3HOCTU OKHUCIUTEIbHO-BOCCTAHOBUTEIbHBIX
MNOTEHIMAJIOB PEArupyIoLUMX COeqUHEHUI. PaccMOTpuM, HarpuMep, BOCCTaHOBJICHUE
nupysara 3a cuer NADH:



Iupysat + NADH + H — Jlakrat + NAD *

OKHCIHTENbHO-BOCCTAHOBUTENbHBIH TToTeHiman st mapsl NADT :NADH pasen —
- 0,32 B, ans maper mupysar : gaktat — - 0,19 B. HeoO6xoaumMo onpenenuTbes, 9To
OKUCIUTEIbHO-BOCCTAHOBUTENIbHBIC TOTEHIMANbI, OTHOCSIIMECS K YaCTUYHBIM
peaKuusiM, 3aMChIBaTh CIETYIOUMM 00pa3oMm:

Oxkuciaurtejb + é— BoccTaHOBHUTEIIB.

Torna:
6) Mupysar + 2HT + 2 &— Jlakrar

Eo=-0,19 B,
8) NAD" + Ht + 2 & NADH
Eo =-0,32B.

BprunTas peakuuro B) U3 peakuuu 0), MoJIydaeM KellaeMyro peakuuro a) u AE'§ = +

0,13 B. Tenepp MOXeM paccUUTaTh AGO IJIs BOCCTAHOBJICHUS NUPYBaTa 3a CUET

NADH. M3MeHnenne cTaHaapTHOM CBOOOIHOM SHEPTHH AGO' CBS3aHO C U3MCHECHUEM
OKHCJIMTEIbHO-BOCCTAHOBUTENBHOTO NoTeHMana AE'y ypaBHeHnem

AGO = -nF AE,

rie N- YUCJIO MEPEHOCHUMBIX 3JIEKTpoHOB, F-uncio ®apanes (23,062 kkan * B 1.
MOJIb '1), AE'y BeIpakaeTcsi B BOJBTAX, AGY B KWIOKAIOPUAX Ha MoJib. s

BOCCTAHOBJICHUS IUpyBara I = 2, U TOraa

AGO = - 2 * 23,062 *0,13 = - 6 Kxan/MOI®.
3aMeTHM, YTO IOJIOKHUTEIbHOE 3HaueHHe AE', yKa3plBaeT Ha JK3€prOHUYECKHN
XapaKTep PEaKLMK, NPOTEKAIOUIEH B CTAHAAPTHBIX YCIOBUSX.

BennunHa OKMCIMTELHO-BOCCTAHOBUTENIBHOTO MOTEHLIHANA JbIXaTeIbHOW UENU
coctasisier 1,14 B, 4To cootBeTcTBYET 53 KKan

3MeHeHNe OKUCIHUTEIbHO-BOCCTAHOBUTENLHOIO MNOTEHLUHUANA IPU IEPEXOAE OT
cuctemer NADY/NADH k cucteme O9/HpO coctasnser 1,1 B.

JIBMKyIIas cuia OKUCIUTENLHOTO (pocdopenupoBaHus - 3TO MOTEHIMAT MepeHOCca
snektpoHoB, npucyumidi NADH nm FADH9. Paccuersr AE'y 1 AGY cesizanmbie ¢

okucinenueM NADH non neiictBuem O9. IIpomexyTodHbIE YacTUYHBIE PEAKLUH
CJICIYIOIIIHE:

a) 1/209 + 2H' + 2 &— Hy0



E,=+082B,

6) NADT + HY + 2 & NADH
E'y=-032B.

Bbruuras peakuuio 0) U3 peakiuu a), nojrydyaeM

B) 1/2 09 + NADH + Ht — Hy0 + NAD *

AE'G =+ 1,14 B.

CBoOoHast 3HEPTHSL OKUCIIEHUSI 111 3TOM PEAKLIMU COCTABIISAET

AGO = -2-23.062.1,14 = — 52,6 kKan/mMob.

Takum o6pa3zom nokazano, uto moJiekyna NADH siBrsieTcss HCTOUHUKOM 3HEPTUH, U
KaK MOKa3bIBAIOT PACUETHI MPU OKUCJICHUU 3TOM MOJIEKYJIBI C y4aCTUEM KUCIOPOJia
BBIJICIIIETCS TaKO€ KOJIMYECTBO SHEPTHM, KOTOPOE JOCTATOYHO Jid CHHTE3a 7
mousiekyn AT®. Ho peakiusi mpouUCXOIUT B3PHIBOOOPA3HO, W 3TO HE MO3BOJISIET
NEepEBECTU SHEPTHUI0 B Oosiee anekBaTHylo ¢opmy. UToObl 0OecneyuTh MEpeBO
SHEprut0 okucieHuss B 3Hepruto AT® HeoOxoauma cucTteMa OKHUCICHHS, 3TO
obecrnieunBaeT JbIXaTelbHasg LENb, COCTOsAMAas U3 4-X OEIKOBBIX KOMIUIEKCOB,
coAepKaumx KO(EepMEHTbI, Yy4aCTBOBABIIME B OKUCJIMUTEIbHO-BOCCTAHOBUTEIbHBIX
peakuusax. B pesynprare Mbl MMEEM C OAHOM CTOPOHBI MAaTepHAIbHYIO TPYMILY
MOJIEKYJI, TMEepEeAaroMX AJIEKTPOHBI APYr OT ApPyra, TO €CThb oOpa3zyercsi cucTeMa
nepenadn 3eKTpoHoB oT  NADH k O mo KOTOpoMy HAYT 3JIEKTPOHBI, Kak

DIIEKTpUYECKass I1IeMb B CETH, C JAPYrOd CTOPOHBI 3TO TOCIEAOBATCIBHOCTH
OKHCJIUTEIIbHO-BOCCTAHOBUTEIILHBIX PEAKIUH, KOTOpPHIC MPOHMCXOIAT B COCTaBE
AIIEKTPOHTPAHCTIOPTHOMN IIETIH, MOJIEKYJIBI KOEPMEHTOB SBIISIOTCS OKHCIATEIISIMU
(akmenropaMu  9JEKTPOHOB) TPW  B3aWMOJEUCTBUM C  MPEAIICCTBYIOIUMHU
MOJICKYJIaMH, M SIBJIIFOTCS BOCCTAHOBHUTEISIMH (JOHOpPAMH JJICKTPOHOB) IpH
B3aMMOJIEUCTBHUU CO CIEAYIOIIEH MOJIEKYJIOM LEenu. M3 3TOro 3akmounTh, 4TO KaXbln
CAeIyroNMid Ko(pepMeHT SIBISICTCS OOJILIIMM OKHUCJHMTEIEM, YeM TPEIbIAYIHA, TO
€CTh ATOT KO(epMeHT «OoTOHMpaeT» 3JCKTPOHBI Y MpEnbIaymero kodepmenra, a y
HETO DJJICKTPOHBI «OTOMPACT» CICAYIOIMA KOPEPMEHT B AJICKTPOHTPAHCTIOPTHOM
nermi. B gamHOM  cioydae  HaOMrOmaeTcss  yBEIMUYEHHE — OKUCIHUTENBHO-
BOCCTaHOBHUTEIHHOTO MOTEHITHAIA, CJICTOBATEIHHO, KK IBIN CIACTYIOUNA KOPEPMEHT
B DJIEKTPOHTPAHCTIOPTHOM 1IN SIBIISIETCST OOJIBIINM OKUCIUTEIEM, U KaK CJICICTBHE
AIIEKTPOHTPAHCTIOPTHAS IIETTh HE TOJILKO (PU3UYECKast YacTh JIJIS TOTOKA AJIEKTPOHOB,
HO TIOCJIEIOBATEIIbHOCTh OKUCIUTEIHHO -BOCCTAHOBHUTEIBHBIX PEAKIIHIA.

Opranusauus 1 MeXaHu3M PYHKIIMOHMPOBAHUSA NICKTPOHTPAHCIIOPTHOM LenH



ONeKTpOHTPAHCIIOPTHAS  IIEMb OpPraHM30BaHa BO  BHYTPEHHEH  MeMmOpaHe
MUTOXOHAPUHN U MPEACTABISIET COOON YEThIpe OCIKOBBIX KOMIUIEKCA, COAEpKAIIUX
kodepmenTsl. IlepBoiit komreke wm NADH-aerunporenasa B3aumMoeHCTBYET C

uemuemﬁpnuuoe
MPpoCTPAaHTCBO

MHTOXOHOPHANBHAaA

MemMdpaHa

MATPHEK K

:.:Hgggammn NAD NADH 2H* J \I-.'h(}
2 2

Pucynok 12: Cxema o01ieif opranu3anuu AbIXaTeIbHOM Lenu

MOJIEKYJIO1 NADH B pe3ysbTare AIIEKTPOHBI MIEPEHOCSATCS Ha

¢dmaBuamoHonykieotun (FMH), B pesynprare FMH mpunumaer ¢ NADH nBa

ANIEKTPOHA M JIBa MpoToHa OT cpenbl, U oOpaszyerca NAD+ u FMNH,, 3arem

AEKTPOHBI TMepeHocsaTcs Ha Fe-S Oenku. M3BectHnl Tpu Buma Fe-S-nientpos. B

MPOCTEHIIEM Cllydyae eIUHCTBEHHBIN aTOM >Keje3a TeTpadIpuuecKu KOOPIMHUPOBAH
C CyJb(PrugpuiIbHBIMU
rpynmnamMu YeThIpex
UCTEUHOBBIX OCTaTKOB OeJKa.

—=FMNH; -
Bropoii  BUO = KOMILIEKCOB
(o6o3Hauen  kak  Fep-So)
Fe3*a COJCPKUT 2 aroMma Xeie3a H

1B HEOPTaHUYECKUX
EFE::+ ) Fel* ___§ IUCyIb(uIa, TPUCOCAUHEHHBIX
/ / K  4YeTbIpeM  IIMCTEHMHOBBIM
S Fa octarkaM. B kxoMIurekcax
S o2+ TPETHETO BU/A (Feg-Sy)
S———Fe?’ / COJEPKUTCA  4YEThIPE  aroma
5, xKenesa, YeTbIpe
Fe—8§
HEOPraHWYEeCKUX Cyibpuua u
YeTblpe  OCTaTKa LHCTEUHA.
Pucynok 13: A - cxeMa OKHUCJIUTEIbHO- ATtom xKenmesa B 3TUX
BOCCTAaHOBUTEJILHBIX peakuuil B komiiekce I; b xommiekcax MOJKET
- ctpykrypa FeS kopepmenToB MIPUCYTCTBOBATh B

BOCCTaHOBJICHHOM (F82+) WIA OKHUCJIEHHOM (Fe3+) cocrosaaun. NADH-Q -
penykra3a couepxur Bropoil (Fep-So) u tperuit (Feq-S4) tumbsl xommiekcos. B

nanHoM ciydae FeS Oenok siBisiercst OoJjiee CHIbHBIM OKuciutenaem, yem FMN,



CJIeI0BaTENbHO 3JeKTpoHbl nepeHocsatrcss ¢ FMNH, Ha wuon Fe3t pe3yJbTare

npoucxoauT okucienrne FMNH, u B pesymbrare o6pasyercs FMNT u nmpoucxomur

BoccTaHoBiIeHne FeS Genka go Felt, KOTOPBIM IEPEHOCUT TOJIBKO AJIEKTPOHBI U

A

J by
cij J\‘—CHE cH, _ _CHOT TCHE CH,
| b S Y
cHo—_ L(CHCH=CCH)H  cHo—L_ 'L(cHcH=CCHH
] T
O

+
Fé QH; Feét —.

Fe3l \Q N Fe3+ f CH

Pucynok 14: A - cxeMa OKHCJIMTEIbHO-BOCCTAHOBUTEIbHO M peaKIIUH €
youxuHoHoM; b - cxema oKkMcIIeTeJIbHO-BOCCTAHOBUTE/IbHBIX PEAKIUN MEXKITY
FeS 0esikoM 1 YOUXMHOHOM, MeK1Y YOMXUHOHOM M reMoM; B - cTpykTypa rema
B IUTOXpPOMAaX

oGpasyercsi BoccTaHoBeHHas popma Fe2t, 3arem dIeKTpOHBI HepenaroTcs Ha
BTOpOIi FeS 6em0k, COOTBETCTBEHHO Fe2* cocrosmue NPEIIIECTBEHHUKA EPEXOIUT

B Fe’*, y Broporo 6eka Ha0GOPOT MPOUCXO/UT BOCCTAHOBIICHAE Fe3t s Fe2t . Ho
Ha 3ToM akTUBHOCTh NADH-zaeruaporenassl , KpynHoro 0€IKOBOr0 KOMILIEKCA, T1e
coaepxkutcs Oozee 38 MONMNENTUAHBIX IIENEH, MOXKHO CKa3aTh 3aKaHYHBAETCS.
Oxuciser nocnenauii FeS-6enok youxuaon. OT xene30-cepHbix 1eHTpoB NADH-
Q-penykTa3bl 31eKTpOHBI mepeHocsaTes ganee Ha kodepment Q. Kodepment Q-
XWHOHOBOE MPOMU3BOJHOE C JUIMHHBIM M3OMPEHOUIHBIM XBOCTOM. Ero Ha3wIBaroT
TaKke YOMXUHOHOM H3-3a €r0 MOBCEMECTHOTO PacTpOCTPaHEHHUsI B OMOJIOTHUECKHIX
cucteMax. Unciio W30mpeHOBBIX eAUHUI] B KOpepMeHT Q 3aBHUCHUT OT BHJIA )KHBBIX
OpraHu3MoB, Y MJICKOTIMTAIONIMX €ro HaumboJjee pacrnpocTpaHeHHas ¢opma
COJIEPIKUT 1ECATh U30TIPEHOBBIX €IMHULL U 0003HavaeTcs kak Q1. M3onpeHonaHbIi

XBOCT OOYCJIOBIMBAE€T BBICOKYIO HEMOJSIPHOCTH Q, KOTOpas CIIOCOOCTBYET €ro
ovicTpot nuddy3un B yriaeBogOpoaHON (aze BHYTpEHHEH MHUTOXOHIPUATIHHOMN
MeMOpaHbl. ITOT IEPEHOCUHK, HA3BAaHHBIN YOUXHHOHOM Wiu Ko(pepmenTtom Q, B
a3pOOHBIX YCIOBUAX HAXOIUTCS B MUTOXOHIPHUAX B (POPME OKHUCIICHHOTO XHHOHA, a B



aHaPOOHBIX YCIIOBHUSIX — B BOCCTAHOBJICHHOW XxuHOJIbHOU (popme. Kodepment Q
SBJIICTCSI KOMIIOHEHTOM MHUTOXOHAPHAIBHBIX JIMIUIOB; CPEAW JAPYTHX JIHIHI0B
npeo61a1at0T HochOTUTH B, ABISIONIMECS YaCThI0 MUTOXOHIPUATHLHON MEMOpaHHI.
Crpykrypa kodepmenta Q cxomna co ctpykrypoit BuramuHoB K u E. bimskyro
CTPYKTYpPY UMEET M TIACTOXWHOH, HAXOISIIUNACS B XJIoporuiacTax. Bce 3tu BelecTBa
UMEIOT B CBOEH CTPYKType MOJMU3ONMPEHOUIHYI0 OOoKOBYIO Iienb. CopaepikaHue
koepmenta Q 3HAYUTENHHO MPEBOCXOJUT COJIEPIKAHUE APYTUX KOMIIOHEHTOB
JBIXaTeTbHOM e (10 MapaMeTpy CTEXHOMETPHUH); STO TIO3BOJISIET MPEAMOIOKHUTh,
910 KOepMeHT Q SBIAETCS TOJBIKHBIM KOMIIOHEHTOM JIBIXaTEIIbHOU IIEMH,
KOTOPBIM IOJy4aeT BOCCTAHOBHUTEIbHBIC JKBHUBAJICHTHI OT (PUKCHPOBAHHBIX
(1aBOMPOTEMHOBBIX KOMIUIEKCOB W TepenaeT ux Ha 1uToxpombl. Kodepment Q-
€IMHCTBEHHBIN TIEPEHOCUYUK AJIEKTPOHOB B JBIXaTEIbHOM 1I€MHU, KOTOPHIN HE CBA3aH
Opo4YHO C O€enKoM M He MpUCOEAUWHEH K HeMy KoBaleHTHO. Kodepment Q
JIEUCTBUTEILHO CIIY>)KUT BBICOKOMOOWILHBIM TEPEHOCYUKOM DIIEKTPOHOB MEXIY
¢dmaBompoTeMMaMH M IUTOXPOMAaMH IIEMHU TEepPeHOca AJIEKTPOHOB. YOWXHHOH TPU
BOCCTAHOBJICHUM TPUHUMAET HE TOJILKO JJIEKTPOHBI, HO W TPOTOHBI, TaKXEe OH
aBsieTcss OoybmmmM  okuciuTenem, 4deM FeS Oemok B NADH-merummaporenase
COOTBETCTBEHHO, MPOUWCXOAUT OKUCJICHUE MOHA kene3a B FeS Oenke, u yOUXuHOH
MPUHUMACT C HETO AJIESKTPOHBI M MPOTOHBI U3 OKPYKaIoIeH cpeabl. B pesynprate
oOpasyercs BoccTaHoBIeHHas (opma yomxunona QH,, koropas nudpdyaaupyer
komruiekcy |l snekrponTpancnopTHOH Lienu (Hymepalys KOMIUIEKCOB MTPOBOIMIACH
10 XPOHOJIOTMH WX OTKPBITHS M XapaKTEPUCTHKH, a HE PACIIOJIOKEHHUS B IICIH).
Kommuieke Il comepxxutr nBa rema, KOTOpBIE OTHOCATCS K IMTOXPOMAaM.
LeHTpalibHYI0 POJIb LIMUTOXPOMOB B JIbIXaHUM OTKpbUT B 1925 r. J[3Bua Keinun
(David Keilin). I[MuroxpoMm - 3TO TEPEHOCSANMU 3JIEKTPOHBI OEJOK, MOJICKyJia
KOTOPOTO COJIEPKHUT B KAaueCTBE MPOCTETHUECKOM Tpynmbl reM. B xoxe mepenoca
AIIEKTPOHOB aTOM eJie3a HaXOIUTCS TO B BOCCTaHOBJIEHHOU peppodopme (+2), To B
okuciennon deppudopme (+3). I'pynma rema, mogo6Ho Fe-S-ieHTpy, EpeHOCUT
TOJILKO OJMH JIEKTPOH. [ eMBbI B IUTOXpOMAX MPECTABISIIOT COOO0H TeTpanupoibHbIC
KOJIbIIA, KOOPJIWHUPOBAHHBIE C HMOHAMH METaUIOB. B 3aBUCHMOCTH OT HOHa U
paguKaioB, MOAUGUIMPYIOMMX  KOJIBIIO, BBIJACIAIOT HECKOJBKO  KIJIACCOB
muToXpomoB. B coctaB kommiiekca |l BXoasT 1Be MOJIEKYIBI IUTOXpOMA: IUTOXPOM
b 566 u nuroxpom b 562 (umdpsl 0003HAYAOT IIMHY BOJIHBL, KOTOPOMY
COOTBETCTBYET MAaKCUMyM TIOTJIOIIEHHS B cmekTpe). B o0eux wmosekynax
MPUCYTCTBYET WOH JKeJie3a, KOTOPBIA M SIBISIETCS aKIENTOpoM 3ieKTpoHoB. QH,
B3aMMO/JICHCTBYET C MOJIEKYJIOH IMTOXpoM D 566, koTopas sBasercs OOJbIIMM

okuciutenem, B pesyabtare QH,, oxucmsercs mo Q, Fe3t B IIUTOXPOME

BOCCTAHABIIMBAETCS 10 F62+, 3a TeM 00Jice CHIIbHBIN OKUCIUTENb IMTOXpoM b 562
OKHCJIIET BOCCTAHOBJICHHYIO (hopMy 1uToxpoma b 566, a cam BoccTaHaBIMBACTCS, U
YK€ €ro MOH ’Kene3a nepexoquT u3 cocrosnus 3+ B 2+. Ha xommekc Il yepes
AIIEKTPOHMIEPEHOCSIIMN OENOK ANIEKTPOHBI MOCTYMAIOT C CYKIIMHAT-IETHIPOreHa3bl
(pepmenTa muKIa TPUKAPOOHOBBIX KHCIOT), TO ecTh ¢ FADH,. Kommuekc Il
KOHTAaKTUPYET ¢ KoMIUIeKcoM |, HeKoTopbIe MpenoaraloT HalMure CBs3bIBAIOIICH



yOMXWHOHOBOM MOJIEKYJIbI, HO OHA HE OOHApy»XeHa, ClieoBaTenbHO, KoMIuieKes 1 u
Il koHTakTHpyrOT Hampsimyro. BoccraHoBneHHas ¢opma — nuToxpoma b 562,
okuciigercs FeS 0enxom B xomiuiekce ll, Tak xak sto FeS 0enok, To 31ech Takke

nepexox Fe’t B Fe3t ams Boccramosmrens, u HA00OpOT MJII OKHCIIUTEIS.
Boccranosnennyto ¢gopmy FeS Genka okucIIeT MUTOXPOM C, TAKXKE COJEpIKAITUi
MOH J>Kelle3a, CJIEAOBATEIbHO MEPEXObl OKHCIECHHBIX M BOCCTAaHOBICHHBIX (opM
AHAJIOTUYHBI ~ MPEIIIECTBYIONMIEH peakiud. [{IuToXpoM ¢ OKHCISIETCs] IUTOXPOMOM
cl, moaBWXHBIM mNepudepUUIecCKUM TreMCcOoJIepKalM OeIKOM, B I'éM KOTOpPOro
BXOJIUT WOH kene3a. Lluroxpom cl murpupyer ¢ mociegHemy komruiekcy [V,
colepamieMy JABa rema LOUTOXpoMoB a. Mon xeneza B nurtoxpome cl
B3aUMOJICMCTBYET C HMOHOM MEIM B pe3yjibTareé B LUTOXpoMe cl TpoucxoauT

nepexox Fe’t B Fe3* | a B umroxpome a Cu*" B Cu', T0 ecTs LUTOXPOM a

BOCCTaHaBIMBaeTcss . BoccraHoBieHHas ¢(opMa IMTOXpoMa a, OKHUCIETCS
2

LIUTOXPOMOM a3, B LIUTOXPOME a MpoucxoauT nepexoa Cu' B CuU”", a uToxpom a3

2+ +

BOCCTAHABJIMBACTCSI, B pE3yJbTaTe IMPOUCXOIUT TEPEXO] Cu™ B CuU.

BoccTtanosnennas ¢opmMa nuroxpoMa a3 OKUCISIETCS KHCIOPOAOM M oOpazyercs
BoJa. Takum 006pa3zom npoucxout nepenoc 31ekTpoHoB oT NADH k kucnopony, To
€CTh TOTOK JJIEKTPOHOB WJIM HAET I1EeMb IOCIEI0BATEILHBIX OKUCIUTEIBHO-
BOCCTAaHOBUTEJIbHBIX PEAKIUi, T/I€ MOYTH KaXJas MOJEKYyJa SIBJSIETCSl aKENTOPOM
AJIEKTPOHOB B MPEAIISCTBYIONICH PEAKIMU U JOHOPOM B mocienyroiiei. Kak Ob11o
PaCCMOTPEHO BBILIE B XOJI€ OKHCIMTEILHO-BOCCTAHOBUTENBHBIX PEAKLIUN TAKXKe
BBIZICNIIETCS W TOIJIOLIAETCS OJHEPrusi, B HaAuaJbHBIX JTamax  HCCIEIOBaHUMN
CUUTAJIOCh, YTO BBIJCIMBILASCS DHEPrUsl 3aTpauyMBaeTCsd HA CHUHTE3 HEKOEro
MakKpOdIPTHUECKOTO COEIMHEHUs, KOTOpPOE THUAPOJU3YSICh JAaeT HHEPTUI0 IS
dbochopumupoBanus AJI® n obpazoBanus AT®. Ho nmampHelmme ucciaemoBaHUs
nokazajid, 4YTO Ha CcamMOM Jellé HHUKAaKoro COEIWHEHUs HeT. A Bce
AKCTIEPUMEHTAIIbHBIE HUCCJICIOBaHUs TMOATBEPAWIM THUIOTE3y, a 3aTeM TEOPHUIO
npeayoxkeHnyto B 1961 rony Iutepom Murtuenom.

XemuocmoTHyeckas runoresa MuryeJia
OH npeanoyiokKuj, 4YTO COIPSIKEHHE IEpeHoca JJIEKTPOHOB M cuHre3a ATP
obecrieunBaeTCsl MPOTOHHBIM  TPATUEHTOM, a HE BBICOKOIHEPTETHICCKUM
KOBAQJICHTHBIM TPOMEXKYTOYHBIM MPOJAYKTOM WM aKTUBUPOBAHHBIM OEJIKOM.
CoryacHO 3TOK MOJENH, MEPEHOC EKTPOHOB M0 JBIXATEIbHOW LENU NPUBOJIUT K
BBIOPOCY NMPOTOHOB M3 MaTpUKCa Ha IUTOIUIA3MaTHYECKYI0 CTOPOHY BHYTPEHHEH
MUTOXOHAPHUAILHOW MeMOpaHbl, TAE, TaKuM 00pa3oM, BO3pacTaeT KOHIICHTPAIUs

HOHOB H+. B PE3YIBbTATC IPOUCXOIUT I'CHCPUPOBAHHUC M€M6paHHOT O IIoTCHIHaJlIa C
IMOJIOKUTCIIbHBIM 3apsA/J0M Ha I_[I/ITOHJ'Ia?;MaTI/I‘ICCKOﬁ CTOPOHC MCM6paHBI.

['mmoTe3a MuTdemna o conpsiKeHuH OKuCIeHus U (o chopenupoBaHrs TPOTOHHBIM
rPaJMEeHTOM TOJIYYUJIa K HACTOSAIIEMY BPEMEHU MHOYXECTBO IO ITBEPKICHUM.

1. CornacHo Mutderty, TEpBUYHBIM  COOBITUEM B  OKHUCJIUTEILHOM



dbochopemupoanuu sBisieTcs tpanciokamys npotoros (HT) Ha HapyxHyIO cTOpoHy
compsraromied  MemMOpaHbl  (BHYTPEHHEH  MHUTOXOHAPHAIBLHOM  MeMOpaHsbl),
OCYILIECTBIISIEMasl 3a CUET MpoIlecca OKHUCJCHUs B JbIXxaTenbHOU 1ienu. [Ipu stom
MpemoaraeTcs, 4To MeMOpaHa HelpoHHIaeMa JjIsi HOHOB BOOOIIIe, 0COOCHHO IS
MIPOTOHOB, KOTOPHIC HAKAIUTMBAIOTCS HAa HApYKHOU CTOpOHE MEMOpaHbI, CO3/1aBast MO
00e CTOPOHBI MeMOPaHbI PA3HOCTDH JIEKTPOXUMUYECKHUX MOTEHIMAJIOB

(ApnH). OnHa ckiIaabIBaeTCsl M3 XUMHUYECKOTO mMoTeHnHana (pasHoctb pH) wu
ANEKTPUYECKOrO MOTEHUOHaTa. Pa3HOCTh  ANEKTPOXMMHYECKHUX  IMOTEHIMAIOB
obecrieurBaeT JEUCTBUE JIOKAJN30BaHHOW B MemOpane AT®d-cuHTasel (Wi
oOpallleHHe NTpouecca, KaTaTM3UPYEMOro JIOKaIM30BaHHOW B MeMmOpane AT O-
ruiponazou), koropas B npucyrctsuun @y -+ AP cunresupyer ATD. Takum

o0pa3oM, HET HEOOXOAUMOCTH B BBICOKOIHEPTETUYECKOM MPOMEKYTOUYHOM
COEAMHEHNH, OOIIEM Ui MPOLECCOB OKUCIEHUS U (ocopenrpoBaHus, Kak 3TO
HNOCTYJIUPYET XMMHYECKas TUIOTe3a.

[IpOoTOHHBIN TpaAWEeHT uYepe3 BHYTPEHHIO MHUTOXOHJPUAIBHYI0O MeEMOpaHy
CO3JacTCs BO BpeMs IepeHoca eKTpoHoB. pH ¢ HapyxHol ctopoHsl Ha 1,4
€IMHUILIBI HIKE, YEM C BHYTPEHHEHN, 1 MeMOpaHHbIN noteHuan coctasisier 0,14 B,
OpyUYeM  HapyKHas CTOpPOHAa  HECEeT  TOJIOKUTEeNbHBIM  3apan.  OOmmii
AIIEKTPOXUMUYECKUN ToTeHlan Ap (B BOJIbTaX) CKJIAABIBACTCS U3 MEMOPaHHOTO

notennmana (A¥) u rpamuenta konnentpauun nosos H + (ApH). B npusenennom
HIDKe ypaBHeHMH R-ra3zoBas moctosiHHas, T - abcosroTHasi Temneparypa, F- uucio
®Dapanes.

Ap = Ay — RT/F*ApH

KaK BHJIHO W3 YpaBHEHHs B HETO BXOJST JBa KOMIIOHEHTa dJIeKTpudeckuil (Ay) u
xumuaeckuii (RT/F*ApH). Dnektpudeckuii KOMIOHEHT CBSI3aH C 3alacaHheM
DHEPTHH, B JAHHOM CJIydyae HaOJIIOJaeTCs CIeAYIolas KapTHHA, 3a CUET MepeHoca
OPOTOHOB, BOJHBIM  pPacTBOpP MEKMEMOPAHHOTO TMPOCTPAHCTBA  3aPSIKEH
MOJIOXKUTENTLHO, @ BOTHAS YaCTh MAaTPUKCa MUTOXOHAPUN HA00OPOT OTPHULIATENHLHO, a
MeMOpaHa 3a cueT THAPOGOOHOT0 OMIMITUIHOTO CJI0S KaK CIION JUAJIEKTpHKa ( 3TO
MOX0’KE Ha JBE 3apsHKCHHBIC TUIACTHHBI, Pa3/ICJICHHBIC CJIOEM JHMAJICKTPHKA, a 3TO
y’Ke KOH/IeHcaTop). B ciydae pa3HuUIlbI B KOHIIGHTPALUSAX TPOTOHOB MEXKIY ABYMS
YKa3aHHBIMHU BBIIIE KOMMAPTMEHTAMH — 3TO TOXe ¢opma 3amacaHusi dHEPTHUH.
N3BecTHO, YTO HA CO3JaHUE IpaJUEHTOB 3araunBaercs sHeprust ATD, Ha npumep
padota K/Na-AT®-a3zwl. Ilpu mnoacraHoBKe pe3yabTaTOB, IOJYYEHHBIX MpHU
W3MEPEHUH, B YPAaBHECHHE MOYKHO TIOJIyUYHUTh PE3yJIbTaThl IPUBEACHHBIC HIDKE.

Ap = Ay — RT/F*ApH = Ay - 0,06ApH = 0,14 - 0,06 ( - 1,4) - 0,224 B.

DTa 06m1as mpotoHoABMXKYyIIas cuia B 0,224 B cOOTBETCTBYET CBOOOIHOM SHEPTUN
5,2 kkaji B pacuere Ha 1 MoJb IpoTOHOB. CrieIoBaTENLHO JIJII CHHTE3a OJTHOTO MOJIS
AT® HeoO6x0UM MepeHOC 2 MOJIb TPOTOHOB.

2. llpu co3panum rpagueHta pH B MUTOXOHIpHSIX WIM XJIOPOIUIACTaX B HUX



npoucxoaut cuHTe3 ATP B 0TCyTCTBHE MEpeHOCA AIEKTPOHOB.

3. bemok mypnypHbIX MeMmMOpaH Talo0akTepuil MPU OCBEHICHUM TEPEeKauruBaeT
npoTOHbl. CUHTETUYECKUE MY3BIPHKH, COJIEpIKAIE TOT OAKTEpUALHBIA O€JIOK U
ouniieHHyr0 ATP-a3y HW3MUTOXOHApPUNA cepJilla KPYMHOTO POraroro CKoTa,
cuaTe3upyroT AT® npu ocpemenun. B 3Tom ombITe O€lIOK MypIypHBIX MeMOpaH
3aMEHSIET ABIXAaTEeIbHYIO I1IEMb; CJEN0BATEIbHO, AbIXxarenbHas uenb u ATd-aza -
OMOXMMHUYECKH  OTIEIbHBIE CHUCTEMbI, CBSA3bIBAEMbIC€ TOJHKO MPOTOHHBIM
TPAJUEHTOM.

4. W npixatenbHas 1enb, U ATd-aza HMEIOT BEKTOPHYIO OpPraHU3alMIO0 BO
BHYTpPEHHEI MUTOXOHAPHUATILHON MeMOpaHe.

5. Jna okuciutenbHOro (oc@openupoBaHus CYLIECTBEHHOE 3HAYEHHE MMEET
3aMKHYTOCTh KOMIIApTMEHTOB. B pacTBOpHUMBIX Mpemnaparax WId B MEMOpaHHBIX
¢parMeHTax, JHIIECHHBIX XOPOIIO OTIPAHUYEHHBIX BHYTPEHHUX M BHEIIHUX
KOMIIAPTMEHTOB, HE MNPOHUCXOIUT cuHTe3a ATd, conpsKeHHOro C NEPEHOCOM
JJIEKTPOHOB.

6. BemecTtBa, mepeHocsMe NMPOTOHBI Yepe3 BHYTPEHHIOI MHUTOXOHIPHUAIBHYIO
MeMOpaHy, pa3pymialoT TPOTOHHBIA TPaIUEHT W TaKUM OO0pa3oM BBI3BIBAIOT
pazoOieHue okucieHus u GocopenrpoBaHus.

7. KOMIIOHEHTHI JbIXaTeIbHOM LIEMN YJI0KEHBI B MEMOpPaHE yNOpPsI0YEHHO, «O0K O
00K», mornepek MeMOpaHbl, Kak MPe1ycMaTPpUBACTCS XEMUOCMOTHYECKON TEOPHUEHL.

8. Kosddurment PH' nns AT®-cunrassl pasen 1:2, a kosddumment HY : O g
OKHUCJICHHSI CYKLMHATA U 3-TUIpOKcuOyTupara4 u 6 COOTBETCTBEHHO; 3TO IPUMEPHO
COIVIACYETCSI C OKUAAEMBIMM COOTHOLUCHHUAMH. OTH JIaHHBIE KOPPEIUPYIOT C
HAJIMYHMEM TPEX O/B METENb JbIXaTeIbHOM LIenHu.

Bropoil BaxHbIl (pakT 3TO TOUYKHM MEpeHoca MPOTOHOB, WM TOYKH TE€HEpaluu
IIPOTOHHOI'O 'PAJMEHTA, TAK KaK €CTECTBEHHO, YTO B KOKJIOU pEaKUU IeHepalys He
npoucxoaut. CrenoBarelbHO BAaXKHBIM MOMEHTOM  SIBISIETCA  OINPENETICHUE
KOJINYECTBA U MOJIOKEHUS TOUEK M'€HEPALMU IIPOTOHHHOT'O I'PAIUEHTA.

IIpoTOHHBIN IPaJiHEHT reHepUpPYyeTCcH B TPeX TOYKAX
Beibpoc TMpOTOHOB MPOUCXOIUT B TPEX MyHKTAX TMOTOKA DJIIEKTPOHOB IO

asixarenbHoM ey o NADH k O9:
e 1-if myHkT - 370 NADH-Q - penyKTa3Hblii KOMILIEKC;
o 2-i1 myHKT - QH-1uToXpOoM-c - peayKTa3HbIil KOMILIEKC;
e 3-il MyHKT-IIUTOXPOM-C-OKCUIA3HBI KOMILIEKC.

[IpOoTOHHBIN I'paIUEHT, TEHEPUPYEMBIN B KaXJIOM U3 IYHKTOB MPH MEPEHOCE Napbl
anektpoHoB 0T NADH, ucnonb3yercsi nns cuHte3a ogHou Monekyinsl ATP. s
UACHTUDHUKAIIMYA STUX IYHKTOB NPHUMEHSJIMCH Pa3JIMUYHbIE SKCIEPUMEHTAIbHbIC



1O JTXOIEL.

CYH_IGCTBYIOT CJICAyrOmMUe JOKa3arCjibCTBa KOJMYCCTBA W IIOJIOKCHHA TOYCK
réHepanun MpOTOHHOT'O I'paAUCHTA.

1. CpaBHenue BbIx0aa ATP mnpm oKHCIEHHM HECKOJBKHX CYy0CTPaToB.
Oxucnenne NADH naer tpu ATP, Torna kak okuciaeHUe CyKiMHara gaet nsa ATP.
Onextponsl or FADH? nocTynmatoT B Lienb IEpeHOCA 3IEKTPOHOB HA YpPOBHE

kodepmenTa Q, KOTOPHIN HAXOAUTCS Ha 00JIee HU3KOM DHEPTETHIECKOM YPOBHE, YEM
1-it mynkt docdopenupoBanus. [Ipu okuciennn HepU3MOIOTHUECKOTO CyOcTpara
ackopbara oOpa3zyercs TOJNbKO oOJiHa MoJjekyida ATP, moTomy 4TO 3J€KTPOHBI
ackopbara MOCTyHalOT Ha LMTOXPOM C, HaxoJsILMiics Ha 0ojee HU3KOM
HHEPreTUYECKOM YpOBHE, ueM 2-ii myHKT (ochopemupoBanus. OKUCIUTENLHOE
dochopenupoBaHre 4YacTo XapakTepu3ylOT OTHomeHueM P:0-uucio wmosei
HeopraHu4eckoro ¢ocdara, BKIIOYAIOIIET0Cs B OpTaHUYEeCKyto popmy, B pacuere Ha
oJWH aroM motpedsssemoro kuciopoaa. Otuomenust P :O s oxucnenns NADH,
CYKIIMHATa U ackopbara COCTaBJISAIOT COOTBETCTBEHHO 3, 2 1 1.

2. TepmoauHamMuvecKHe M3MepPeHus. SHaUCHHC AGY ns nepeHoca 3JIeKTPOHOB OT
NADH na Haxonsmuiics Ha 0oJjiee HU3KOM YHEPIEeTUYEeCKOM ypoBHE Fe-S-1ieHTp B
NADH-Q-penykraze cocrtaBiseT - 12 KKa/MOJb; JJs TEepeHoca 3JICKTPOHOB OT
uToxpomMab k ¢1 B QHo-tmToxpom-C - peaykrase - 10 Kkaj/MoJb M OT IUTOXpOMa d

K O9 B IMTOXpOM -OKcHJ1a3e- 24 KKaJI/MOJIb. DTH OKHCIUTEIbHO-BOCCTAHOBUTENbHbIC
peaKIMH ABJISIOTCS B JOCTATOYHOM CTENEHHU 3K3€PTOHNYECKUMHU JIJIS 3aITyCKa CUHTE3a

ATP npu cTrangapTHBIX YCIIOBUSIX (AGO' = - 7,3 KKaJ/MOJIb). 3HAYEHHUS AGO' TUISL
JIPYTUX PEaKIuid TMepeHoca dJCKTPOHOB, OMOCpeayeMbIX KodepmeHToM Q
LATOXPOMOM C, CIMIIKOM MaJbl Ui TToJiepkanust cunteza ATP.

3. Cnenuduyeckoe HHTHOMpPOBAHHE TOKA 3IJIEKTPOHOB. POTCHOH W amuTai
crenuuaeckn WHTHOMPYIOT TiepeHoc 3aekTpoHOB B NADH-Q-penykrazHom
KOMIUIEKCE M TakuM O0Opa3oM MpeAoTBPAIAlOT TEHEPUPOBAHUE IMTPOTOHHOTO
rpagueHTa B 1-m myHKkTe. B TO ke Bpems yKa3zaHHbIC WHTHOMTOPHI HE HapyIIalOT
OKHUCJICHHSI CYKIIMHATA, TIOCKOJBKY AJIEKTPOHBI 3TOTO CyOCTpara MoCTyHaroT B LIEb
IepeHoca AIEKTPOHOB Tociie 60ka kKodepmenta Q. AHTUMUIIMH A TOPMO3HUT TOK
SJIEKTPOHOB MEXIy LUTOXpoMaMu b wu c¢q, npemorBpamias cuHre3 AT,

COTIPSDKEHHBIN C TEHEPUPOBAHUEM ITPOTOHHOTO T'PAIUEHTa BO 2-M MTyHKTE. DTOT OJIOK
MOXXHO  o0Oo¥iTm  goOaBieHHMEM  ackopOara, KOTOPBIH  HEMOCPEACTBEHHO
BOCCTAHABJIMBACT IIUTOXPOM C. DJIEKTPOHBI 3aTeM MOMIyT OoT nuToxpoma ¢ Kk Op ¢

OJHOBPEMEHHBIM CHUHTE30M AT®, CONpsyKEeHHBIM ¢ MPOTOHHBIM I'PagUEHTOM B 3-M
nyHkre, HakoHel, TOK 3JCKTPOHOB MOXET OBITh OJIOKHPOBaH MEKIY
qUToXpoMokcuaazHbiM Kommiekcom u Op nox xpeiictsuem CNS, H,S n CO. Luanun

U a3ujl pearupyior ¢ GpeppupopmMoii ITOro nepeHocurKa, Torjia Kak OKCHUJ yriiepo 1a
uHTHOUNpyeT peppodopmy. B mpuCyTCTBUM 3TUX UHTUOUTOPOB U3-3a OJIOKUPOBAHUS



TOKa DJJIEKTPOHOB HE NPOUCXOAUT (pocdopenupoBaHusi, COMPSHKEHHOTO C
reHEpUPOBAHUEM MTPOTOHHOTO T'PAJUEHTA B 3-M MYHKTE.

MecTa neiicTBUSI 3TUX UHTUOUTOPOB OBLIM YCTAHOBJICHBI C UCIIOJHL30BAHUEM METO]1a
nepekpecta. bpurron Yane npenyioxuin u3sAIMHbIN CIEKTPOCKOMUYECKUN METO JIJIS
OTIpENIETICHNsI COOTHOIICHUSI OKHUCIEHHOWM M BOCCTAaHOBJIEHHOW (OpM KaXIIOTro
nepeHocunka. B ocHOBe Merojma JIEKUT TOT (HaKT, YTO OKHCJICHHAas W
BOCCTaHOBJIEHHAs (POPMBI KaXJA0Tro TEPEHOCYHMKA HMMEIOT CBOM XapaKTEpHbIC
CIIEKTPHI morJiomieHus. /[obaBieHrne HHrHOUTOpa MEepeHoca AJICKTPOHOB M3MEHSET
cooTHoteHne 3Tux ¢opm. Hampumep, noOGaBieHHe aHTUMHIIMHA A BBI3BIBACT
Nepexo]] NEPEHOCUYUKOB, JOKATM30BAHHBIX B AJIEKTPOHTPAHCIIOPTHOM LIEH MEXKIY
NADH wu mmuroxpoMoM b, B 00Jjice BOCCTAHOBJICHHOE COCTOSIHHE, a TIEPEHOCYUKOB
MexAy HuTroxpoMoM ¢ U O2 B Oojee okucieHHOE cocTosiHue. OTCro/la MOYKHO

3aKJIFOYHTh, YTO AaHTUMHIMH A TIOJIaBJISET MPEBPAIlCHUE IUTOXpoMa D B IIUTOXpOM
Cj, IOTOMY YTO DTOT JTall SBIAETCS IIYHKTOM IIEPEKPECTa.

4. CuHTe3 cHUCTeMbl MY3bIPbKOB, COAEpP:KAIIMX JIUIIL OJMH NMYHKT BbIOpoca
npoToHOB. Kaxblil U3 Tpex ydacTKOB BbIOpOCA MPOTrOHOB ObLI BOCIIPOU3BENIEH B
CUHTETHUECKHNX (PocoMUMUIHbIX Mmy3bIpbkax, coaepxaumx AT d-a3zy. JlobaBnenue
K TakUM IIy3bIpbKaM OKHCJIIEMOIO CyOCTpara MNPUBOAUT K T'€HEPUPOBAHHUIO
MPOTOHOABIXKYILEH CHWJIbI, TOCTAaTOYHOW JJIs1 CUHTE3a OJHOU MoJeKkyibl AT®D Ha
napy 3JeKTPOHOB.

Taxum oOpazom npu okucnenun Mosekyiasl NADH oOpasyercst 3 monekynst ATD
(Tak KaK MPOTOHHBINA TPAJAUEHT 00pa3yercss B TPEX TOUKaX, B KAKIOW M3 KOTOPHIX
nepeHoCcUuTcs 2 MpoToHa), a mpu okuciaeHnuu FADH, obpasyercs 2 momnekyist ATO.

[Ipn wWccrenoBaHUAX TPEANOJaraioch, YTO TEPEHOC MPOUCXOIUT C yUaCTHEM
KO(epMEeHTOB, IEPEHOCSIIMX MPOTOHBI U IEKTPOHBI. Ho Takux KohepMeHTOB BCEro
nBa FMN u yOMXWHOH, HO TOYKHM T'€HEpalyy MPOTOHHOTO T'pajyeHTa COBIIAAIOT
Tonbko B ciaydyae FMN, Bo Bcex oOCTalbHBIX TOYKax TIEHEpalud Y4acTBYIOT
KO(pepMEeHTBI, TMEPEHOCAIINEe TOJBKO OJJIEKTPOHBI. DTO HECOOTBETCTBHE OBIIO
paspeiieHo, Korja TMOSBWIOCH TNPEANOJOXKEHHE, YTO TMEPeHOC TMPOTOHOB
OCYILECTBIISIET OENKOBasi 4YacTh SJCKTPOHTPAHCMOPTHOM menu. To ecTh Oenku
AJIEKTPOHTPAHCTIOPTHOM IIeMM B TOYKAaX TEHEpAIMd IPOTOHHOTO TpagueHTa
paboTalOT Kak aKTUBHBIE TPAHCTIOPTEPHI MPOTOHOB, HO JJOHOPOM DHEPTHUU SBIISCTCS
He peakuusa ruaposmza AT®, a 5Heprus OKHUCIUTEIBHO-BOCCTAHOBUTEIHHOM
PEaKIINH.

OO0pazoBaBIIMIACS TTPOTOHHBINA TPAAUCHT SBJSIETCS UCTOYHUKOM SHEPTUHU, HO 3TOT
HMCTOYHHUK HE OYEHb YJ0OEH U CTaOWJIEH BO-TEPBBIX MMOTOMY YTO OH MPUBS3aH K
MeMOpaHe U He MOJKET UCTIOJIh30BaTh B PACTBOPE M C PACTBOPEHHBIMH (PEPMEHTAMH,
BO-BTOPBIX OH JCUCTBUTEIHHO CHJIHBHO HE CTAaOWJICH, TaK Kak JIo0oe Jaxe
HE3HAUYUTEJILHOE MOBPEXKIECHUE MEMOPaHBI MPUBOIUT K HCUE3HOBEHUIO IPAJMEHTA U,
CJIeIoBaTeNIbHO, UICTOYHMKA dHepruu. bosee ynoOHOU popmoii 3amacanusi SHEpruu
aBisiercss AT®. DHeprusi MPOTOHHOTO I'paJIMeHTa 3aTpadynBaercsl Ha cuHTe3 ATO, a



ocyuiecTBisieT ero ATd-cunTterasa.

Crpykrypa AT®-cuHTeTa3hl M1 MEXaHU3M CHHTe3a AT®D

@depMeHT, KaTaIM3UPYIOUMHA STOT TMPOLECC, BBIABIAETCS Ha AIIEKTPOHHBIX
MUKpodoTorpadusix cyOMUTOXOHIPHATILHBIX YAaCTHIL B BUJI€ CPEPUUECKHUX BBICTYIIOB

(2) O6pasosanne AT®
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Pucynok 15: Ctpoenue u mexanusm aeiicreust AT®-cuHTasbl. A -
FOu F1 - kommiaekcbl AT®-cunra3bl; KaTtaauTndeckuii UK
cuHTe3a AT® Briarouaer 3 pa3bl, Kaxkaasi U3 KOTOPbIX NPOXOIUT
MOOYEPEIHO B 3 aKTUBHBIX leHTpax: 1 - cBsizbiBanne AJID u
H3PO4;2 - oopasoBanue pochoanruapuanou cBsazu AT®; 3 -
0CcB000KIeHre KOHeYHOro npoaykTa. Ilpu ka:k1om nepenoce
NPOTOHOB Yepe3 kaHaJ FO B MaTpukc Bce 3 aKTUBHBIX HEHTPA
KATAJU3HPYIOT OYepeaHYI0 (pa3y uMKIIa.

Ha
MOBEPXHOCT
W. B
WHTAKTHBIX
MHUTOXOH/IP
USX  TaKue
BBICTYTIBI
HaXOATCS
Ha TOU
CTOpOHE
BHYTPEHHEN
MHUTOXOH/IP
HAJTBIITN
MeMOpaHHI,
KOoTOpas
obOparieHa k
MaTpPHKCY.
B 1960 T,
Ddpanm
Pakep
00HapyXHuJ,
9TO ITH
OKpYTJIbIE
BBICTYTIBI
(TnameTpom
85 A)
MOYHO
yIAIUTh
MEXaHUYIECK
UM
BCTPSIXUBaH
HeM.
«Ob6oapanH
BIC»
CYyOMHUTOXOH

JpUAIbHBIE YAaCTHULIBI COXPAHSIIOT CIIOCOOHOCTh K MEPEHOCY JIEKTPOHOB IO CBOEH
ey MepeHoca 3JeKTpoHOoB, HO cuHTe3a AT® mpu 3Tom 0Oojee HE MPOUCXOJIHUT.
OtnenuBHIMECS K€ BBICTYIBI THAMETpoM 85 A karamu3upyrot ruaposms AT®. Ho



CaMbIM HWHTEpECHBIM B HaOmoaeHusx Pokepa okaszancsa crenyroumii (akr:
nob6asieHue TaKHUX AT ®-a3HbIX BBICTYIIOB K «000IpaHHBIM
CyOMUTOXOHJIpUAJIbHBIM  YacTUI[AM  BOCCTAHABIMBAJIO  HUX  CIHOCOOHOCTh
cunrezupoBatb ATP. DTu BbICTYIBI Ha3bIBalOT conpAratroimm pakropom 1, mmm Fq.

®usnosornyeckas poib F1 cocTour B ToM, 4TOOBI KaTanu3upoBark cuHTE3 ATO.
AT®-a3Hasi aKTUBHOCTb, IpPOSIBIAEMasl COMOOWIMPOBAaHHBIM F{ (B OTCyTCTBHE

IMPOTOHHOTO T'PaJMEHTa), pe3ybTaT OOpalleHUs MPUCYILEH eMy (PU3M0IOTUUECKON
PEaKINH.

F1 -xoMnoHeHT, Macca KOToporo coctasisieT 360 k/la 1 KOTOPBINA COAEPKUT IISATh

BHUJIOB TMOJUIENTUAHBIX IIENel, NpeAcTaBiIsieT co00w Toiabko dYactb AT -
CHUHTE3UPYIOLIETO MEXaHW3Ma MUTOXOHAPHM. [[pyrodl BaKHbId KOMIIOHEHT 3TOTO
KoMILIeKca - Fg, rMIpOQOOHBIM CErMEHT M3 4YEThIPEX IOJUIECHTUAHBIX LEIEH,

«3asKOPECHHBII» Ha BHYTPEHHEH MUTOXOHAPHAILHOM MeMOpane. Fgp - 5mo
IPOTOHHBIN KaHall KomIulekca. «Ctebenek» Mexay Fg u F1 Bkirodaer HEKOTOpBIE

apyrue Oenku. OauH W3 HHUX COOOINACT KOMIUIEKCY YYBCTBUTEIBHOCTh K
OJIMTOMUIIMHY, aHTHOMOTHKY, OJiokupyromieMy cuHTe3 AT® myreM HapyleHUs
MCTI0JIb30BAHUS IIPOTOHHOI'O I'PAIUEHTA.

Tox nporoHoB yepe3 kaHan Fg OT HmUTOMIA3MaTUYECKON CTOPOHBI MeMOpaHbI K

MaTpukcy puBoauT K cuHTesy AT®, ocymectBasiemomy F1. Kakum o6pa3zom Tok
MIPOTOHOB OKa3bIBAETCS CONpPsDKEHHBIM ¢ cuHTe30M AT @? Kak u B cirydae nepexauku
IPOTOHOB, 3/J€Ch BO3MOXHBI MPSMOM M HENpsAMoil MexaHu3Mbl. CyllecTBYeT
MPEANOJIOKEHNEe, YTO TOK IMPOTOHOB HEMOCPEACTBEHHO JACUCTBYET Ha PEAKIUIO
cunte3a AT®. CornmacHo 3ToM cxeme, (ocdar akTUBUPYETCS U OJHOBPEMEHHO
B3auMoieiicTByer ¢ AJlD, oopazys ATD. CyiecTByeT U Apyroe mpeanoaokeHue, a
MMEHHO YTO COMpPSIKEHHE TOKa MPOTOHOB ¢ cuHTE30M AT @ ocyiecTBisieTcs myTeM
KOH(OPMAIIMOHHBIX W3MEHEHUM, MepeaaBaeMbIX dYepe3 (PEpMEHTHBIM KOMIUIEKC.
CyObenuHuIbl o u [ BMecTe 00pa3yloT OJMH KaTAIUTHUYECKUH LIEHTD,
cinenoBatesibHO, B F1 cyOuactuiie oOpasyercsi TpU KaTaIUTUYECKUX IEHTpa, ATa
CTPYKTypa Bpamiaercsi, TO €CTb K CBOOOJHOMY KaTalUTUYECKOMY LEHTPY
npucoeaunstorcst AJIID® u docdar, 3aTemM MPOUCXOAUT TOBOPOT M KATATUTUYECKHIM
LEHTP CO CBSA3aHHBIMU CyOCTpaTaMu OKa3bIBa€TCsl HAPOTUB MMOTOKA IPOTOHOB Uepe3
KaHaJl, 1 NPOUCXOAUT peakuus (pochopuiarpoBaHus, 3a TEM CHOBA MOBOPOT U Ha
MIOJIOXKEHUE HANpPOTHUB KaHaja YCTAaHABJIMBAETCS CJEAYIOIIMN LIEHTP C CBSI3aHHBIMU
cyocTparamu. To ecThb MOCTOSIHHO HANPOTHB KaHAJIa HAXOJMUTCS KaTaTUTHYECKH
LEHTP CO CBSI3aHHBIMM CYOCTparaMu, TO €cThb mnpouecc ¢pocHopuIrMpoBaHus UAET
MOCTOSIHHO M HE 3aJep>KEK Ha CBI3bIBaHHE CYOCTPAaTOB M BBICBOOOXKIECHHUE
MPOJAYKTOB.

Takum 00pa3om, MOJIHOE a’3pOOHOE OKHCIICHHE TIIFOKO3BI JIO YIJIEKHCIIOTO rasa
BBITJISIIUT CJICAYIOMMM 00pa3oM:



I'moko3a+10NAD" + 2FAD" + 2AJ1d+ 2I'I® = 6 CO,+ 10NADH + 2FADH, +
2T 1@ + 2ATD

['T® obpa3zyercs B IeU€HHU.

Oxwucaernne ogaoM Moekyiasl NADH — 3 AT®

Oxwucnenue ogHoM MoJiekyisl FADH,— 2 AT®

[lepeMHOkUB U CJIOKUB MOJyYCHHbIEC PE3YJIbTAThl MOJIydaeM
36 moaekyd AT®, niau 38 AT® eciau peakuusi NPOMCX0ANJIA B IeYEHHU

MexaHu3MBbI HCII0JIb30BAHUS INPOTOHHOIO IrpagucHTa

B MUTOXOHAPUAX 3YKAPUOT OCHOBHAS 4aCTh SHEPTUU B BUJI€ IPOTOHHOTO I'PaEHTa
nepexoauT B sHepruro AT®. KpoMe TOro 4acth 3HEpruv NPOTOHHOTO T'PajyeHTa
MCIMOJIb3YETCS JJIsl TPAHCIIOPTA Pa3JUYHBIX MOJIEKYJ B MUTOXOHJIPUM U W3 HHUX, C
ITOMOIIBIO CUMIIOPTOB U aHTUIIOPTOB.

VY a3poOHbIX OaKTepuil TaK)Ke MPUCYTCTBYIOT aHATOTMUHBIE 3JIEKTPOHTPAHCIIOPTHHIE
end. OTH IIENM  paclojiaraloTcsl B IUTOIIa3MaTHUYecKoW  MeMOpaHe
MIPOKAPHOTHYECKON KJIEeTKH. CreHepHpOBaHHBIM NPOTOHHBIN TPAJUEHT TAKXKE B
OCHOBHOM 3arpauuBaercsa Ha cuHTe3 AT®, HO Kpome 3TOro Ha IOCTYIUICHHE
HEKOTOPBIX AMUHOKHCJIOT M CaxapoB M JAPYIMX BEIIECTB B KIETKH, BPAaLICHUE
OaxkTepUaIbHBIX )KT'YTUKOB U TiepeHoc 3MekTpoHoB o NADH xk NADPH.

NHrnduTopsl AbIXaTeJIbHOM e U OKUCJIUTEJbHOT0 (pochopenupoBanus

3HaunTenbHas wWHGpOpMAMs O ABIXaTeNIbHOW 1Ienmu Oblla IMOJy4eHa TpH
UCIIOJIb30BAaHUH PA3JIMYHBIX UHTHOUTOPOB. MHTHOUTOPHI MOXKHO pa3lienuTh Ha 3
IPYIIBl:  UHCMOUTOPBl  COOCTBEHHO  JbIXaTeIbHOM  IEMH,  UHTHUOHUTOPHI
OKUCIUTENHHOTO  (pochopumupoBanuss W pa3oOIMUTENIM  OKUCIHUTEIHHOTO
dhochopunupoBaHus.

NHruOutopsl, OJOKUPYIOIIUE AbIXaTEIbHYIO 1IETb, 10-BUAUMOMY, JEHCTBYIOT B TPEX
MmecTax. OJIHO U3 HUX UHTUOUpyeTcs GapOuTypaTaMm (HapuMmep, amo0apouTaiom),
a TaKkKe aHTUOMOTUKOM NHEPUIUAMHOM A U POTEHOHOM. DTH HHTUOUTOPHI
NPENATCTBYIOT OKUCJIEHUIO CyOCTpPaToB, KOTOPbIE MOCTABISIOT BOCCTAHOBUTEIILHBIE
SKBUBAJICHTHI B IbIXaTeIbHYIO LieTb Npu yuacTu NAD-3aBUCUMBIX 1ETUAPOTEHA3,—
MPUMEPOM TAKUX CYOCTPATOB SIBISIETCS TUAPOKCUOYTHUPAT.

JluMepKanpoJ ¥ aHTUMHUIUH A WHTUOMPYIOT NBIXaTelIbHYIO IIE€Mb Ha Yy4acTKe
MEXIy LUTOXpoMoM D m muroxpomom c. Kiaccmueckue simpi — H2S, okmces

yriepoaa U WHUAHUA — HHTUOUPYIOT HUTOXpoMokcuaazy. Kapookenn u TTFA
(TeHOMATPHUGTOPAIETOH) CTICITU(PUISCKH HHTHOUPYIOT MEPEX0 BOCCTAHOBUTEIIHHBIX
DKBUBAJICHTOB OT CYKIIMHATACTHUAPOTreHa3bl Ha KoepmeHT Q, a MaJloOHAT SBISETCS
KOHKYPEHTHBIM UHTHOUTOPOM CYKITMHATACTUAPOTEHA3HI.

AHTHOMOTHK 0JIMT OMMITUH MOJHOCTBIO OJIOKUPYEeT  OKHCJIGHHE |
dbochopunrpoBaHre B HMHTAKTHBIX MUTOXOHApHSIX. OJHAKO e€clii BMECTE C
OJIMTOMMIIMHOM J100aBUTh K CUCTEME Pa300IUTEIh JUHUTPOPEHO0JI, TO OKUCIICHNE



nmpoTekaer, Ho 0e3 dochopummpoBanus. DTO O3HAYAET, YTO OJUTOMHUIIMH HE
JCHCTBYET HEMOCPEACTBEHHO Ha JbIXaTeiIbHYIO IIeMb, a IOJABJSICT CTaIUI0
dbochopunpoBaHus.

ATPaKTWJIO3U WHTHOMPYET OKHUCIUTENbHOE (ochopuamMpoBaHne, OJOKAPYS
TPAHCTIOPT aJICHUHOBBIX HYKJICOTHAOB UY€pe3 BHYTPEHHIOKD MHUTOXOHAPHUAIHHYIO
MemOpany. On unrnOupyer tpancropt AJID B mutoxouapun u Bbeixoa AT® wu3
MUTOXOHJIPUI.

Pa3zo0mmrTenm HapymialoT CUCTEMY COINPSDKEHHS TMPOLECCOB OKUCICHUS B
AbIXaTelbHOM 1enu U ¢ochopmwimpoBanus. B 3TUX yCIOBHUIX NMPOLECC IbIXaHHS
MIPOUCXOUT HEKOHTPOJIUPYEMBIM 00pa3zoM, MOCKOJIbKY KoHIleHTparuu ADP v P,
HE SIBIISIIOTCS JIUMUTHPYIOMMMU. Yaile Bcero B Ka4ecTBe pPa3o0UIUTENS UCIIONb3YIOT
2,4-nUHATPO(EHOIT; aHATIOTUYHOE JEWCTBHE OKa3bIBAET P APYTHUX COEIMHEHUIL:
TUHATPOKPE301I, NeHTaxJI0p PEHOI, CCCP (kapOOHUTIIMAHU]T -M-
xnoppenunrunpazon). llocnegnuit nmo s@dextrBHocTH B 100 pa3 mpeBOCXOAUT
auauTpodenon. PazoOumrenn 1muO0  HapylarOT —UEJIOCTHOCTh  MEMOpaHBbI
MUTOXOHJIPUH, JIMOO SIBJIAIOTCS MEPEHOCYMKAMU NpPOTOHOB. Takum o6pazom,
NIPOTOHBI ITEpEeMEIIAI0TCs He 10 KaHary AT®-cuHTa3bl, MUMO HETO, COOTBETCTBEHHO
DHEPTHsSI TEPSIETCA B IYCTYIO, YTO-TO THIIA «IIPOO0s» KOHAeHcaropa. Ho cymecTByroT
U (pusmosornyeckue pazo0UMTeNM, KOTOPhIE MPOIMYCKAIOT NPOTOHBI B 00x01 ATD-
CUHTA3bl, U IEPEBOST FHEPTUIO TPOTOHHOTO IPaIM€HTAa B 3HEPT U0 Tertuia. OTHUM U3
SPKHUX MPUMEPOB SBJISIETCSL Oypasi )KUpOBasi TKaHb. bypas ®KUpoBas TKaHb — 3TO
Pa3HOBUIHOCTh KUPOBOW TKaHH, B KOTOPOU Kareib KHUpa B KIETKaX (aIUIMOIUTAX)
MaJio, HO MHOTO MHTOXOHIpPHM, Y4TO H3-32 OOJBIIOTO KOJMYECTBA IIUTOXPOMOB,
npugaeT UM M BCeW TKaHM OKpacKy. bypas skupoBas TKaHb BCTpe4aercs y
HOBOPOJKJCHHBIX B TIEPBBIC JTHU KU3HU BIIOJb MMO3BOHOYHMKA M HA JIOTaTKaxX. Y
HOBOPOJKJCHHBIX MPAKTUUYECKH OTCYTCTBYET TeMIieparypHsbiii Oamanc. [loatomy B
NepBbIE€ JTHU KU3HU UJET aKTUBHOE OKHCIICHHE >KUPOB B Oypoi >KUPOBOM TKaHWU,
npolecc HJIeT adpoOHO U 3amacaercst OOJIbIIOE KOJIWYECTBO SHEPTUU B BHJE
NPOTOHHOTO T'PaIUEHTa, KOTOpasi 3a CUET MPHUPOJIHBIX pa3oOmmTeneii B MeMOpaHe
NEPEBOUTCS B TEIUIO. DTO MO3BOJISIET BBIKMBATH HOBOPOIKIACHHBIM B TIEPBBIC YaChl
1ocJie POKIEHUS Ja)xe MpH OYeHb HU3KUX TeMIieparypax. Eciu He yBepeHHOCTH
MO>KHO BCIIOMHUTBH O MHO>KECTBE 10 JKUIIILIECH.

JeiictBue HoHo(popos

CoenuHeHus, 0 KOTOPBIX HJET peub, MOJYYWIM CBOE HAa3BaHWE BCICICTBUE HX
CITIOCOOHOCTH CIEIU(UIECKHA CBA3BIBATh OMNpPEACICHHBIC KAaTHOHBI M 00JIerdarh ux
TPAaHCIIOPT dYepe3 OHOJOTHYECKHe MeMOpaHbl. OTH CBOWCTBA HOHOGMOPOB
00YCJIOBJICHBI WX JHIIO(DHUIBHBIM XapakTepoM, Ojarojaps 4yeMy OHH IIPOHHUKAIOT
qyepe3 JIMIMUAAHBIC MEMOpaHbl, B YaCTHOCTH Ye€pe3 MUTOXOHIPHAILHYIO MEMOpaHy.

[IpuMepoM CIYKUT aHTHOMOTHK BAJHHOMMIMH, KOTOPBIM IEPEHOCHT Kt yepes
MUTOXOHAPHUAILHYI0O MEMOpaHy M TeM CaMbIM CHIKaeT MEMOpaHHbIA MOTEHLIHANT
MEXy BHYTPEHHEW M HAPYKHOM cTOpoHamMu. HMrepumuMH Takxe JEHUCTBYET Kak



nonodop ast monos KT, Ho B 06men va HY; B 5TOM ciyuae cumkaercs rpaauent pH
MEXy CTopoHaMu MeMOpaHsl. [Ipy 04HO BpeMEHHOM IPUCYTCTBUH BAIMHOMULIMHA U
HUTEPULIMHA YTPAuMBAIOTCA W MEMOpaHHBIM MOTEHUMal, W TpaaueHT pH, 4to
OPUBOJUT K TOJHOMY HWHruOMpoBaHuio QochopunupoBanus. Kraccuueckue
pa3zoOIMTeNny, Takue, Kak AUHUTPO(DEHOI, N0 CYTH Jefia SBISIOTCS MPOTOHHBIMU
HOHO(pOpaMH.

MuTtoXOHIpHUA — OTO YHHUKaJIbHAs1 OpPraHeiUld, OJHOW U3 YHUKAIBHBIX €€
0COOEHHOCTEH SIBJIAETCS CTPYKTypa BHYTpEHHENH MeMOpaHbl MUTOXOHIPUU U CUCTEM
TPAHCIIOPTA YEPE3 HEe.

MuroxoHapHuaJbHbIe TPAHCIOPTHbIE CUCTEMbI

MHTOXOHJIpUHA HMMEIOT HapyKHYI0 MeMOpaHy, TMpPOHHIIAEMYIO ISl OOJIBIIMHCTBA
METa0O0JIMTOB, W W30UpATEIIbHO TMPOHUIAEMYIO BHYTPEHHIOIO MeMOpaHy co
MHO>KECTBOM CKJIaJIOK (KPUCT), BHICTYMAIOIIMX B CTOPOHY MAaTPUKCa (BHYTPEHHETO
MpPOCTpaHCTBA MUTOXOHApUM). HapykHas memOpaHa MOXeET OBbITh yJalieHa IyTeM
00pabOTKH TUTUTOHUHOM; OHA XapaKTepU3yeTCs HATMIHEeM MOHOAMHHOKCHIA3bl U
HEKOTOPBIX TIPYTUX dbepMeHTOB (mammpumep, arT-CoA-CHHTETa3Hl,
rimnepodocdaramunrpancdepasbl,  MoHoAMIrIMIEpodocdaranuaTpanchepassl,
dochomumnazel Ap). B MexxMeMOpaHHOM IPOCTPAHCTBE HAXOASTCS a[lCHUIATKMHA3A U

KpeaTMHKMHa3a. Bo BHyTpeHHell MeMmMOpaHe MHUTOXOHIPHUM HE TOp W KaHAJIbHBIX
oenmkoB, kpome FO cybuacTuusl AT®-cuHTa3pl, MOITOMY MOYKHO CYHUTATh
BHYTPEHHIOIO MEMOpaHy TMOJHOCTHIO HEIPOHUIIAEMOM, TaK KaK MPOTOHBI CaMbIe
MaJieHbKHE WOHBI W WX KaHaJbl caMble y3KHe. BTOpoill BaKHOW 0OCOOEHHOCTHIO
BHYTpEHHEH MEeMOpaHbl MUTOXOHIPUN — 3TO HAJIMYHE YETHOYHBIX MEXaHU3MOB.

Oxmuciaenne BHeMuTOXOHAPUAIbHOT0 NADH npu yyacTuu cydocTpaTHbIX
YeJITHOYHBIX MEXaHU3MOB

YenHOUYHbIE MEXAHHW3Mbl HEOOXOJIWMMBI ISl pa3JelieHUus] MyJIOB PaBHOW CTENEHU
HeoOxoaumbix  Mouiekysl. Hanmpumep NAD HykeH W B OKUCJIMTENBHO-
BOCCTAaHOBUTENbHBIX PEAKLUAX, KaK B LUTO30JIC, TAK U B MAaTPUKCE MUTOXOHIPHH,
COOTBETCTBEHHO, HEOOXOIMMO Pa3AeisTh 3TH IyJIbI.



NADH He MoXeT MpOHUKaTh Yepe3 MUTOXOHIPHUATbHYIO MEMOpaHy; OH HETPEPHIBHO

UHTO30Mb MeMopaHa MaTpHKC
A
NAD™ muuepon-3-pocar 2= [MUUepon-3-ipocipar FAD
muuepon-3-ipocar- muuepon-3-pocar-
DernpporeHaza BernaporeHaza
NADH OUITHOPOKCHALETOH- OUTHAPOKCHALETOH- FADH,
pocgar dpocpar
E
MAD™ Manar 2= HANart. NADY
ManaToerHaporeHasa /f —\\ ManaToerHaporeHasa
- KeTo- a- KeTo-
(CANDi ; myTapar myTtapar
NADH oKcanoauetar yrap< VLG LE oKcanoaueTar NADH
TpaHCaMHHaza TpaHcaMHHaza
MyTaMaT  acpnaprart acnaprtar mlu"Tf'ﬂl-lﬂT
y 4/_ ‘\H-‘-

Pucynok 16: Cxema peakuuii 4eJJHOYHBIX MEXAHU3MOB. A - IIMLEPOJI-3-

dpocharubiii; b - MmasiaTHBIN
oOpazyercsi B 1uUTO30JIe TaHLepanbaeruadocdaTaeruiporeHa3omM, OJHUM U3
depMeHTOB  MKONM3a. Bmecte ¢ TeM  mpu adpOOHBIX  YCIOBUSX
BHeMHUTOXOHApUaTbHBIT NADH He HakarimBaeTcs; OH OKHCIISIETCS B JbIXaTeNbHOM
Henu MUTOXOHApHUA. st OOBsSCHEHUS 3TOM CHUTyalluu NPEIJIOKEHO HECKOJIBKO
MexaHn3MoB. OHU MPEoJIararT MEPEeHOC BOCCTAHOBUTEIbHBIX SKBUBAJICHTOB Yepe3
MUTOXOHJPUAIbHYIO MeMOpaHy INpM Yy4YacTUU MHap CcyOCTpaToB, CBS3aHHBIX
COOTBETCTBYIOIIMMHU JAeruaporeHazamu. CylllecTBYeT JBa MeXaHU3Ma IepeHoca
rimuepoiatpudochatHeiii U1 ManaTHbld. [lepBriii — rmnepoarpudocaTHblii:
MEXaHU3M CJEAYIOUMA AUOKCHaleToHpochar BOCCTAHABIMBACTCS 10 TIIMLEPOII-3-
dbocdara ¢ moMompo TIHMIEepoa-3-hocdar aeruaporeHasbl, TOUHEE €€ ITUTO30JbHON
modopmbl, mapamiensHo NADH oxucnsercas 1o NAD'. O6pasoapimmiics
rimiepo-3-gpocdar TPaHCTIOPTUPYETCSI B MATPUKC MUTOXOHIPUH, T/I€ OKUCIIAETCS
10 aurupokcuanerondocdara moa AeHCTBHEM MHUTOXOHAPUATLHON U30()OPMBI
rmiepo-3-pocdar nreruaporeHassbl, HO IPU ATOM IPOUCXOIUT BOCCTAHOBJICHHUE HE
NAD", FAD" 1o FADH,. To ecTh IpOUCXOAUT TIOTEPs 0AHOM Monekyasl AT® npu
nepenoce. [loaToMy AaHHBIN MeXaHU3M, XOTS M MPOCT, HO MMEET CYIIeCTBEHHBIN
HEI0CTaTOK Takou kak notepst Mojekyn AT®. CymiecTByer BTOpOil WM MalaTHBIN



MexaHu3M. B 3ToM ciydyae mpoMCXOIUT BOCCTAHOBJIEHUE OKcayloarerata 0 mMajara
noj ACHCTBUEM Manar JeruJiporeHasbl, €€ IUTO30IbHON M30QOpMBbI, TapaATIEILHO
npoucxoaut oxucienus NADH no NAD'. Manar mnepemelnaercs B MAaTPUKC
MUTOXOHIPUHU, TAE TOJ ACHCTBUEM MHUTOXOHIPUATHHOW Manar IeTrHApOTeHa3bI
(omHOTO W3 (EepMEHTOB B IUKIE TPUKAPOOHOBBIX KHCJIOT) OKHUCISICTCS 10
OKcajloalleTara, napauieibHO BOCCTAHABIMBACTCS NAD" 1o NADH. To ecth MOTEPh
sHEpTUM He mpoucxoautT. Ho okcanoareraT oJUuH U3 BaXHEUIIIMX MPOMEKYTOUHBIX
MPOAYKTOB IHMKJIA TPUKAPOOHOBBIX KHUCJIOT, KOTOPBIA MOTMOJHSIETCS C MOMOIIBIO
aHarurlepoTHIecKuXx peakiui. [loatomy HeoOxoamma HaacTpoiika. Oxcamoarerar
MOCTYNaeT B PEAKIHMI0 IEePEaMUHUPOBAHUS C TJIyTamMaroM TIOJ JCHCTBHEM
[JIyTAMUHOBOW TpaHCaMUHa3bl, B pe3yjibTare oO0Opa3yloTcs acmaprar U d-
KeTorIyTapar. AcnapTar Npy y4acTHH NPOTOH3aBUCUMOHOT0 aHTUIIOPTA BHIXOJUT B
IUTO30Jb TJI€ MPOUCXOAUT OOpaTHOE TpaHCAMUHHUPOBAaHUE, U 00pa3yroTCs
OKcaJoaleTar v riaoyramar. ManaTtHblii MeXaH3M HECMOTPS Ha 00JIb LIYIO CJIOKHOCTD
MO3BOJISIET COXPaHUTh DJHEPTUI0 TPU TEPEHOCE U3 1UTO30JsI B MAaTPUKC
MUTOXOHJAPUHU. TpEeTHl YETHOYHBIM MEXAHWU3M CBS3aH C TPAHCIOPTOM AKTHUBHBIX
alWIIbHBIX TPYIII W CBSA3aH C pa3JelCHUWEM IyJIOM KO3H3UMOB A. OTO
00ecreyrnBaeTCsl KAPHUTUHOBBIM MEXaHU3MOM, KOTOPBIN OyeT pacCMOTPEH MO3KE.

Jpyrue TpaHCcrioOpTHbIE CHCTEMbI MUTOXOHIPUH

BuyTpennsis 6ucnoitHas MUTOXOHApHATIbHAs MeMOpaHa CBOOOHO MPOHUIIAEMa JIJIst
He3apsDKEHHBIX HEOOJIbIIMX MOJIEKYJI, TAKHX, Kak Kuciaopon, Boxa, COo u NH3, a

TaKkKe JUII MOHOKApOOHOBBIX KHCIOT, TakKuX, KaK 3-THAPOKCHMACsSHa,
alleTOYKCYCHasT W yKCyCHas.  JIIMHHOLIEIOYEYHBIE  KUPHBIE  KUCJIOTHI
TPAHCIIOPTUPYIOTCS B MUTOXOHAPHUHU C TOMOIIbI0 KAPHUTUHOBOW CUCTEMBI; IMEETCS
TaK)Ke CIEHUAIbHBIN MEPEHOCUYUK NUpYyBaTa, (QYHKIUOHUPYIOIUMN IO MPUHIIUITY
CHMIIOPTA, HWCIOJIb3YIOLIETO T'PAJUEHT INPOTOHOB C HApYKHOW HAa BHYTPEHHIOKO
MOBEPXHOCTh MHUTOXOHAPHUAIbHON MeMOpanbl. TpaHcmopT IMKapOOKCHIATHBIX U
TPUKApOOKCHUIIATHBIX AHHOHOB, a TAK)KE€ aMUHOKHUCJIOT OCYIIECTBISIETCS C MOMOILBIO
CIIEUAIIbHBIX CUCTEM MEPEHOCa, OOJEryarolmX UX IPOX0KICHHUE Yepe3 MeEMOpaHy.
MoHoKkapOOHOBBIE KHCJIOTHI JIeTYe MPOHHUKAIOT 4Yepe3 MeMOpaHy BCJEICTBUE
MEHBIIEH CTENEHU UX TUCCOIMAINN; HETUCCOMUPOBaHHAs PopMa KUCIOTHl UMEET
OOJIBIIYI0O pacTBOPUMOCTh B JIMMHAX, M, KAaK MOJIararoT, UMEHHO B 3TOi (opme
MOHOKapOOHOBBIE KUCJIOTHI IPOXOIAT YEPE3 JIMIHUIHYI0 MEMOPaHy.

TpanacnopT au- ¥ TPpUKApOOKCWIATHBIX AHMOHOB TECHO CBSI3aH C TPAHCTIOPTOM
HeopraHndeckoro ¢ocdara, KOTOPHIN JIETKO MPOHUKAET yepe3 MeMOpaHy B (hopme
noHoB HoPO 4 B obmen na OH. Manar mepeHOCHTCS CHCTEMON TpaHCHOPTa

TUKapOOKCHIIAaTOB B OOMEH Ha IMepeHOC HeopraHmdeckoro docdara B 0 OpaTHOM
HarmpaBieHuu. llepeHoc 1mTpara, wu3omMUTpara M I[UC-aKOHHWTaTa CUCTEMOU
TpaHCTIOPTAa TPUKAPOOHOBBIX KUCJIOT MPOUCXOJHWT B OOMEH Ha IMEPEHOC Majara B
obparHoM HampaBieHHH. o-Keroriyrapar Takke MOCTymaeT B OOMEH Ha MaJart.
Takum oOpa3om, B pe3ynbrare pabOThl OOMEHHBIX MEXaHH3MOB IOIICPKUBACTCS



ocMoTHYecKoe paBHoBecue. ClenyeT OTMETUTb, 4YTO TIEPEHOC IUTpara 4epes
MUTOXOHAPHUAILHYIO MEMOpPaHy 3aBUCHUT HE TOJLKO OT TPAHCTIOpTA MaJiaTa, HO TaKKe
U OT TpaHcmopTta Heopranudeckoro d¢ocdara. IlepeHocUUK aAECHUHOBBIX
HykineotunoB oomenuBaer AT® na AJID, Ho He Ha AM®. JXKu3HEHHO BaXHOU
3a/1auel saBseTcs odecneueHre Bixoaa ATP u3 MUTOXOHIpHIA 1JIsT MTOCIETYIOMIETO
WCIOJIb30BaHUSI BHE MUTOXOHJAPHUN U OJHOBpeMeHHOro rmnpuroka AJlD ms
o6pazopanms AT® sHyTpr MuToxoHapHit. Morsl Na* MoryT o6MeHMBaTECS Ha HOHBI
HY 3acuer rpajvenTta npoToHoB. [loyararot, 4To Mpy aKTUBHOM TPAHCTIOPTE MOHOB
Caz"' BHYTPb MHUTOXOHJPHUM MPOUCXOAUT MEPEHOC E€IUHUYHOTO MOOKUTEIBHOTO
2+t

3apsijia Ha KaXAbli MOH, 4TO, BO3MOHO, CBsA3aHO ¢ oOmeHoMm Ca Brixon

KaJIbIUS U3 MUTOXOHAPHUH OOJieryaeTcs pu 0OMeHe eTo Ha Nat.

OxkucJjeHue JUNKUA0B

.HI/IHI/II[I)I ABJKIIOTCA OCHOBHBIM HCTOYHHUKOM OHCPIUH Y KHMBOTHBLIX, OCHOBHLIMHU
OQHCPICTUYCCKUMH MOJICKYJIaMHW HW3 JIMIIKAOB  SABJIOTCA TPpHALMITIIMOCPU/BI.

R=CO0GH: _— HOCHz  R—COOH
LTt ™ HOCH +R—COOH
Amns i oy HOCHz  R'-COOH
HeHTPaIbHbII rmooepimH AIpPHBIe
AIID KHCJOTEI

Pucynok 17: Cxema peakuuu ruJipoJin3a TpHAWITIULEPH/IOB C y4acTHEM

JUNA3bI
Tpuanmnrmuepuasl  HakalIMBarOTCS B BUjAE Kamedb B 1mrTo3ojie. [lporecc
OKHUCJIGHUS HaYMHAeTCs C THIPOJM3a TPUAIWITIUIEPUIOB TOA JIEHCTBUEM
(bepMeHTOB Juna3, B pe3yibTaTe 00pa3yroTcs INIMUEPOd U TPU MOJIEKYJIbl KUPHBIX
kucioT. CKOpPOCTh pEaKIUU PEryaupyercs 3a CUYeT W3MEHEHUsS aKTUBHOCTH
depmenTa, 3a cYeT NOCTTPaHCIALMOHHON Moaudukanmu. JIunaza ¢pocdopunupyercs
dbepMeHTOM KMHa30HM, B pe3ynbTaTe Jumnasza, MoaudpuimpoBaHHas docdaTHOM
rpynnoid, wm ¢ocdosmnaza CTAaHOBUTCS AaKTUBHOW, W CKOpPOCTb THUIPOJIM3A
yBenmuuBaercs. I[lpu otmerennn docdaTtHoil rpynibl NPOUCXOAUT 00pa30oBaHUE
HEaKTUBHOU nedochopmimpoBaHHON (GOPMBI JIUTIA3bI.

OO6pazoBaBiyecs Mpyu TUAPOIU3E TIIMIEPOIT U KUPHBIE KUCIOTHI CIMIIKOM pa3HbIe
[0 CTPYKTYpPE MOJIEKYJIbI, CJIeI0BATENbHO, OKUCICHUE ITUX MOJIEKYJI Oy/eT BECTUCH
M0 pa3HbIM MyTSAM. Tak Kak IJIMIEPOJI MPOIIE YCTPOCHHAS MOJIEKYJIa, TOATOMY €€
OKUCJIEHHME WJIET MO0 JpYyroMy IyTH, APYrOM IMyTh OKHUCJIEHUS oOOecreunBacT



OKHCJICHUC ) KUPHBIX KUCJIOT.

Oxkmucjienue rianmepoJia

['muriepon akTUBHUPYETCS € TOMOINBIO TIMIIEPOI-KUHA3bl, KOTOpas 00ecredynBaeT
nepeHoc (QocdarHoit Tpymmbl ¢ Mosiekyidbl AT® Ha raunepos, B pe3yibTaTe

cHy—oH ATOADD oy oy NAD" NADH ., o

CH—0OH CH—OH M = —3e T .JOK 0012
| muepon- | muuepondocdar- |

CHz—0OH  KMHaza CHz—0 aerngporeHasa CH2—0®

Mmuuepon muuepon-3-poccpar JUTHOPOKCH

auetoHdocar

Pucynok 18: Cxema peakumii OKUCJIeHHS TJINIEPOJIA
obpasyercsa rimieposi-3-pocdar. JJoHOPOM SHEPTUM TAKKE SBISETCS MOJIEKYyJa
AT®, 3a cuer sHeprum ruaposmsa mMosekyisl AT®. Dta peakuus oOecrieunBacT
O/THOHAIPABJICHHOCTh TpOIlecca W MPUBOJUT K OOpa30BaHUIO aKTHUBHOW (HOPMBI

rmiepona  (riwmnepod-3-gocdar). OOpazoBapmmiicss  rauiepoa-3-pocdar
OKHUCJIIETCS TOJ JAEWUCTBUEM riuueposidocharaeruiporeHasbl B pe3yibTare
obpasyercs auruapokcuaneronpocdarata, HapawieIbHO — MPOHCXOJUT

soccranoBiaearne NAD' mo NADH. OOpazoBaBmmiics auruapoaneroHdocdar
MepPeXoauT B TiMIepoanbaerua-3-pocdar mox npeiictBueM Tpuo3odocdar-
U30Mepa3bl, W 00pa3oBaBIIMICS TIHUICpoanbaerua-3-pocdar mocTymaer B
OCTaBIIIMECS PEAKINH TJIMKOJN3a U OKHUCIIeTCs 10 upyBara. Eciam paccmarpuBarh
peakMM TJHMKOJM3a C JdTama Timnepoainpaerua-3-pocdara g0 TUpyBaTa TO
JOTIOJTHUTENLHBIMU TIpoaykTamu siByisttoTcsl MoJiekysia NADH u 2 monekynsr ATO.
Ecimmu ydecth Bce mapaMmerpbl, TO CyMMapHas pEakius OKHCIJICHHUS TIJIMIEpOJia B
aHa’POOHBIX YCIOBUIX OYJET BBITJIAIETh CICAYIOUMM 00pa3zoM:

Launepos + AT® + 2NAD" + 2AJI® + 2®u — nupysat + AJI® + 2NADH +
2AT® + AJI® + On

Takum 00pazoM npu aHA3pOOHOM OKUCJICHUH TIIMIIEpOJIa 00pa3yercst 0JJHa MOJIEKYJia
AT®.

Ecnmu yauteiBate a3poOHOE OKHUCIIEHHE C YYETOM IIMKJIA TPUKAPOOHOBBIX KUCIIOT U
OKUCIUTEIHHOTO (PochHOopMIIMpOBaHUS, TO MOKHO TIOJIYUHTh CJICAYIOIIUE PE3YIbTaThl
(17151 TPOBEPKU MOYKHO UCIIOJIb30BaTh ONMHMCAHHBIE pPaHEe Pa3 eibl):

Cannepoa + 6NAD™+ FAD ™+ AJI® + I'/Id (B neuenn) — 3CO2 + 6NADH +
FADH2 + AT® + I'T®(B neyenn)

B pe3ynbrare OKUCIIEHUs 3TUX MTPOAYKTOB B AbIXaTeNbHOM Lenu nojsydaeM 21 ATD
u ['T® B nieuenu.
JKnpHbI€ KUCITOTBI OKUCIISIOTCS 110 APYTOMY ITyTH.



Oxuciienue ZKHUPHBIX KHCJIOT

B KMBOTHBIX TKaHSIX HKMEIOT YETHOE YHUCJIO aTOMOB YIJEpOJa, YK€ J1aBHO
NPEIoNarajoch, 4YTO B KJIETKE XKHUPHbIE KUCIOThI CUHTE3UPYIOTCS U pa3pyLIAlOTCs
NyTeM TMPHUCOCNAMHEHUS WM  OTIICIUICHUS  JABYXYIJIEPOJHBIX  (PparMeHToB.
Knaccuueckue skcnepumentsl @panna KHoona, nposenennsie uM B ['epmanun B
Hayaje Hallero BeKa, MOATBEPIWIA 3TO MpeNrnosioxkeHne U no3poiwm Kuoomy
3aKIIIOYUTh, YTO OKUCJICHNE KUPHBIX KUCJIOT IPOUCXOAUT IIyTEM HOCJIEI0BATEILHOTO
OTILEIUICHUs] JBYXYTJIEPOJAHBIX (parMeHTOB 1O [-cxeme, T.e. KaXIbli pa3
OKHUCJIISIeTCSl -yriIepOJIHbIA aToM, B pe3yibTare uero oOpasyercs [3-KEeTOKHCIOTa,
KOTOpas 3aTeM IOJIBepraercsl pacIIeIyIeHUI0 ¢ 00pa30oBaHHEM JBYXYIJIEPOJIHOTO
¢dbparmenTa (MO-BUIUMOMY, YKCYCHOM KUCIIOTHI) U YKMPHOU KUCIIOTHI, COAEpIKaIIen
Ha JIBa aTOMa YIJIepO/1a MEHbIIIE, YEM UCXOHAs KUCJIOTA.

OnHako B TEYEHHE HECKOJBbKUX JCCATHICTUN TMOMBITKH MPOJAEMOHCTPUPOBATH
OKHUCJICHHUE J>KUPHBIX KHCJIOT B

o OECKJIETOYHBIX IKCTPAKTaX I B

N kNH roMOreHarax »HBOTHBIX TKaHEH

<l A\ OCTaBAIMCh O€3pe3yIbTaTHBIMMU.

& ¢ © A Baxuplii mar B 5TOH 00macTu
O—f—0—F—0—F—0 o ObuT cnemad, koraa AnsOepT

r o o { Jlennnxep B CLIA oGHapyxwu,

oH on yto  jgobOaBienne ATP  «
o roMOTeHaTamM NeYeHU
| fi BOCCTAaHaBJIMBACT 170,
0= =0=H=0 CIIOCOOHOCTh K  OKHUCJICHHUIO
o o KHUPHBIX KUCHOT. JIeHuHIKEp

L P ETIOJIOKHII, 4yTO ATP

¢ ] /”E TpeOyercss  JUIA  aKTHBALUH
o o N W e, KapOOKCWILHOW TpyMIbl ) KUPHOUN
R—C—0—p —0 KHUCJIOTBI B KaKOW-TO
o H dbepmenTaTuBHOK peaknun. OH

OH  OH TaKKe YCTAaHOBWJI, UTO OKUCJICHNE

ko-A-SH KHUPHBIX KHUCIOT B TOMOT€HATax
neyeH! PUBOIUT K
00pa3oBaHUIO AKTUBHBIX
IBYXYTJIEPOJHBIX  (PparMeHToB,
koAS—C—R CIIOCOOHBIX BKJIFOYATHCS B UK

JMMOHHOM  KucioThl.  Ilo3xke
Pucynok 19: Cxema peakumii akTHBAaLMH JIeHnHIKED moKaza, 9TO

AMD

RKUPHBIX KHCT0T OKHUCJICHUE  JKUPHBIX  KHCJIOT
NPOTEKACT B MHTOXOHAPUAX KIETOK rmedeHn. CIenyonmM BaKHBIM IaroM,
CIOCOOCTBOBABIIMM OBICTPOMY BBISICHEHHIO OTICIBHBIX (PEPMEHTATHBHBIX 3TAIOB
IpoIecca OKUCIICHNS JKUPHBIX KUCIIOT, IBUINCH uccieqoBanus Meomgopa JInHeHa u



€ro COTpYAHUKOB B MIOHXEHE.

JKupHbIE KUCIIOTBI aKTUBUPYIOTCA MO AeicTBUEM aunia-CoA-cuHTa3, B pe3ysbTaTe
obpazyerca aumn-CoA unm akTuBHasg (opma mepeHoca amuibHbIX rpymnil. B xone
peaKIuu auibHas Tpymna arakoBaia MoJiekyiny AT®, B pe3yibTare 00pa30BhIBAICS
MIPOMEKYTOUHBINA MPOYKT ¢ hocPodrpupHOit CBA3BIO DHEPTHS KOTOPOU TOCTATOUHA
s cuHTe3a THodPupHOU CBsi3U. [IPOMEXKYTOUHBIM TMPOAYKTOM  SIBISETCS
aluIaIeHWIaT, napauienbHo obpasyercss nupodocdar (ATD rugponmsyercss 10
AM® wu mupodocdara). OOpazoBaBmmiics nupodocdar TrUAPOIU3YETCS
nmupodocdarazoif, 4To0 00ECHEUHBACT CABHUT PEAKIMH B CTOPOHY O0Opa3z30BaHUS
npoaykra win anui-CoA. OOpa3oBaBIIMICS alUIaICHWIAT SBJIACTCS akTU(HHOU
dbopMoOii, UYTO TMO3BOJIIET TMEPEHECTH AalMUIbHYI TPYIIYy Ha KOSH3UM A C
oOpazoBaHueM THOA(OUPHON CBS3H, JOJTHUTEIbHBIM JOHOPOM SHEPTUU CTAHOBUTCS
peakuusi ruaponusa nupodocdara. CyMMapHYIO PEAKIMI0 MOXKHO pPacCMOTPETh
CICIYIOUM 00pa3oM:

Iupodochar + H,O — 2dochar
AGQ' = — 6,9 kkaja/moub

CyMmapHas peakiiysi akKTUBAITUH KUPHBIX KUCJIOT:
Kupnas kuciaora + AT® + CoA—SH — Auuia—S -CoA + AM® + 2dn
AGQ' = — 7,1 KkajJa/mMo0J1b.
B pesynerate oOpasyercs aktuBHas (popma xupHO# kKucioTel — ammi-CoA. DOT1a
MOJIGKyJla ~ oOpasyercsi B

fli Hs I[TUTO30JIE, HO OKUCJICHUE
HaC —r|~1 — H:—(IZ H—CH,—CO0 JKUPHBIX KMCJIOT IPOUCXOIUT B
CH; H MAaTPUKCE MUTOXOHIAPHH, Kyaa

KoA—S§—c—cH—R _ | " PHITTHH JAHHYI0O  aKTHBHYIO  (opmy
| HY>KHO TpaHCTIopTHpoBarh. Ho

EapPHHTHH i.’lI.I,HHTpi.’IHC(I)e']'ﬂEﬂ HGO6XO,Z[HMO paB,Z[eJISITB Hy.HBI
KoA—SH KO%H3UMa A (B MUTOXOHJAPUU
OH HEOOXOIMM JJI1 OKHCJIICHUS

8]

CHs
| ) KMPHBIX KHCJIOT W IMKIIC
HyC —N—CH.—CH—CH,—C00
| J TPUKapOOHOBBIX KHCJIOT, B
CH
? | [UTO30JIE - I CHUHTE3a
=|:
“ | KHPHBIX KHCJIOT,
GHa TPUALWJIITJIIMIEPUIOB,
R
ochomumumoB u ap.). s
AUHAKAPHHTHH (b (b A I[p ) I[
3TOTO UCITOJIb3YETCS

Pucynok 20: Cxema peakumnii KAPHUTHHOBOTO
YeJTHOYHOI 0 MeXaHU3Ma

KAPHUTUHOBBIM ~ YEIHOYHBIN
MEXaHu3M (OH YIOMHUHAJICS
BBIIIIE, HO MTOAPOOHO pacCMaTPUBACTCS TOJBKO ceiidac [HO 3TO BCE PABHO YCITHOYHBIN
Mmexanu3M]). Ha HapykHOI HOBEPXHOCTH 3TOH BHYTPCHHEH MeMOpaHbI HMEETCS
0Cco0BIil (pepMEeHT — KapHUTHH-auMJTpaHcgepasa |, KOTOPHIM Karaau3upyeT
peaKuuio, MPEICTABIAIONIYI0 COOOW BTOPOM 3Tam Mmpolecca MEepeHoca KUPHBIX



KHCJIOT B MUTOXOHJIPHH:
Amnia—S—CoA + Kapuutun — Aunjakapautun + CoA—SH.

Cnoxsble 3(QUpHl KapHUTHHA U KUPHBIX KHUCJIOT CHOCOOHBI MPOXOJUTH 4Yepe3
BHYTPEHHIOIO MEMOpaHy MHUTOXOHJPUH M TMPOHHKATh B MUTOXOHAPUATbHBIN
Mmatpukc. KapHUTHH 0OHapYy eH MOYTH BO BCEX )KMUBOTHBIX M PACTUTEIbHBIX TKAHSX.
M3BecTHO, YTO HEKOTOpHIE HMU3IIME OPTaHU3MBbI, HANPUMEP «MYYHOU YEPBbY»
(Tenebrio molitor), He 00ma7ar0T CIOCOOHOCTHIO CUHTE3UPOBATH KAPHUTHH B TIOTOMY
JOJDKHBI [IOJIy4aTh €ro ¢ nuuieid. B opranusMe 4enoBeka Uy Ipyrux NOo3BOHOYHBIX
KapHUTHUH 00pa3yeTcs u3 JM3rHa. B X0/1e B3anMO1eMCTBYS alFJIbHOW TPYIIBI aIfiI-
CoA ¢ KapHUTHHOM 00pa3yercs CI0KHOA(UPHAS CBSI3b B alMIKAPHUTUHE, SHEPTUS
11 00pa3oBaHMsl 3TOM CBSA3M MOCTYIMAET U3 TUIPOJIM3a THOIPUPHON CBS3HU B allWiI-
CoA. Ha nocnenHeM 3tane npouecca nocTyIUIEHUS )KUPHBIX KUCJIOT B MUTOXOHIpUN
OCTaTOK >KMPHOW KHUCJOTHI (alliiibHAs TPYyIIa) MEPEHOCUTCS OT KapHUTHHA Ha
BHYTPUMHUTOXOHJpUanbHbli COA Tpu yyacTuu (PEepMEHTa, HOCSIIEro Ha3BaHHE
kapauTuH-aguiaTpancgepassr Il. Ota Qopma ¢epmenra mokanmuzyercs Ha
BHYTPCHHECH ITOBEpXHOCTH BHYTPCHHEH MHUTOXOHJIPHAILHOM MEMOpaHBI; 37eCh
npoucxoaut pereHepainus CoA-NPOU3BOJIHBIX >KUPHBIX KHCJIOT, U OTCIOJAa OHH
MOCTYTAIOT B MATPUKC MUTOXOHAPHH:

Auunnkapautul + COA—SH — Aunin—S—CoA + Kapuurtus.

B pesynmprare mpouCXOIUT MEPEHOC AKTUBHOM AllWIBHOW TPYIIIBI M3 LUATO30JIS B
MAaTPUKC MHUTOXOHJIPUU C pa3lielicHHeM IyJOB KodH3MMa A. UM Kak clencTBUE B
MATPUKCE MUTOXOHAPHUU OKA3bIBAETCS OCTATOK MKWUPHOW KHUCJIOTHI, FOTOBBIA K
OKHCJIEHUIO.

B- oKHCJ/IeHHE KUPHBIX KHCJIOT
[Ipouiecc B-okuclieHUS )KUPHBIX KUCIOT MPOUCXOJUT B MATPUKCE MUTOXOHAPUH, U
ATOT MPOUECC IUKINYECKHM, KaK OMUCAHO BBIIIE B KKJIOM IMKIJIE MPOUCXOIUIIO
OKHCJICHWE II0 TpeTheMy WM [} aroMy, W OTIICIUBUIOCHh JBYXYIJIEPOIHOE
coenquHenre B Buje anetwi-CoA. OKHCIIEHHWE HACBIIIEHHOW >XUPHOU KHUCJIOTHI
ABJISIETCS 0A30BBIM IIUKJIOM OKHMCJICHUS >KUPHBIX KUCJIOT. JIaHHBIN IUKJI COCTOUT U3
YETBIPEX PECAKIIHM.

a. llepBas peakuusi 1erupupoBaHNs

[loctynuBume B MuToXOHApUM COA->3QUpBl HACBHIILIEHHBIX KUPHBIX KHUCJIOT
noABepraroTcs (PepMEHTATUBHOMY JIETUAPUPOBAHUIO IO .- U [3-aTomam yriepoaa (T.
€. TI0 aTOMaM YTJIepo/ia B MOJIOKEHUIX 2 U 3), B pe3yJIbTaTe Yero B yrjepoHOM 1enu
oOpa3zyercs nBoiHas CBsA3b. [IpomykToM 3TOM peakinu, Karamu3upyemMon anuia-CoA
-Aeruporenas3oi (0003HAYEHHON B NPUBEACHHOM HIKE ypaBHeHHMH OykBOil E),

ABJISIETCS Ipch—Az—eHopm—CoA. [IpocTetnueckoii rpymmoi pepmenta ciyxut FAD:

Ammi—S -CoA + E—FAD — tpanc-A2-Enonn—S—CoA + E-FADH,.



CumBosiom A2 YCJIOBHO 0003HAYAIOT MOJIOKEHNE JJBOWHOM CBSI3U. BaKHO OTMETHTH,

auun-Koh-
DerHaporeHaza ||‘|
Hoﬂ—S—fil—CH:—CH:—CH:—H 7——-\—\!‘ I{g,ﬂl—S—lﬁ—?=C—CH:—H
FAD FADH, O
aunn-KoA TpaHc -A-EHoun-KoA
H,0
EHoun-KoA rmppaTtaza
L-3-rmagpoxcuauun oH
DernaporeHaza
Huﬂ—s—tﬁ—CH:—lﬁH—CH:—H Hgﬂ—S—lﬁ—CH:—CH—CH:—H
O O NADH NAD"
3-ketoauun Kol L-3-rmapoxcnavun-KoA

KoA—SH

aeTun Kol
aveTunTpaHcdiepasa

KoA—S—C—CH—R + Ko A—S—C—CH;

|
0

aunn KoA auerun KoA

Pucynok 21: Cxema peakumii HUKJIA OKUCJIEHHUS HACBILEHHOM "KUPHO I
KHCJIOTHI

YTO HEHACBHIIIEHHOE COEIMHEHHE, 0Opa3yrolieecss B TAKOW peakivu, MpeiIcTaBIseT
co00il TpaHC-U30MEp; HANOMHMM B CBSI3M C OTUM, YTO JBOMHBIE CBS3H
HEHACBHIIICHHBIX XUPHBIX KHUCIIOT, COAEpPKAIIMXCS B MPUPOJHBIX COECIUHEHHSX,
uMeroT (pekoHdurypauuto). Ilo3ke MOMKHO BEpHYTCS K OOCYXKIEHHIO 3TOrO
KQXYLIErocs MPOTUBOpEUMs. ATOMBI BOJIOpOJa, oTwemisieMble 0T CoA-3¢upoB
KUPHBIX KHCJIOT, mepeHocsitcs Ha FAD, T. €. Ha TPOYHO CBSA3aHHYIO
npocteTnueckyto Tpymnmny ammi-CoA-aeruaporenassl. BoccraHoBienHas ¢dopma
atn-CoA—eruiporeHasbl nepenaeT 3areM Mapy 3JIEKTPOHOB crHelu(puueckomy
NEPEHOCYUKY AJIEKTPOHOB, HA3bIBAEMOMY 3JICKTPOHIEPEHOCIIIUM (IIaBOTIPOTEMHOM
(OIId), koTOpwIi B CBOIO OdYepenb TMepenaeT ee YOWXUHOHY, SBISIOIIEMYCS
COCTaBHOM YacTbl0 MHUTOXOHJIPHUAIBHOM JbIXaTelnbHOW uenu. B pe3ynbrare
MOCJICAYIOIIEr0 IEPEHOCa ATOM Mapbl JJEKTPOHOB IO JIBIXaTeJIbHOW LENH K
KUcjopony obOpasyiorcss ABe  Mosiekyiasl AT® myreM  OKHCIMTEIHHOTO

dbochopumpoBanus A D.
0. Peaxknus ruaparanuu

Ha BTOpPOM JTallC IMUKJIA OKHUCJICHUA KHPHBIX KUCJIIOT IMPOUCXOAHUT T'HApPAaTAlHA

JIBOWHOW CBSI3U TpaHC- A 2-CHOI/IJ'I-COA, B pe3ynbrare uero oOpaszyercs L-



cTepeonu3omMep B-ruppokcu(mmm  3-ruapokcu)anuia-CoA. DOTa  peakmus
Karamm3upyercsi  eHomn-CoA—runaparazoit  (koTopas Oblla  MOJIyueHa B
KpUCTAIUIMYECKON (hopMe) 3a CUeT TOro MPUCOEAMHEHHE MPOUCXOIUIO0 K TpaHC-
nzomMepy oOpazoBaiicsi L-cTepronzomep, a 3T0 BAKHO IS MOCICAYIONMX PEaKIni,
ele BKHBIM [apaMeTPOM SBJIICTCS TOT (DAKT, UTO TPAHC-U30MEP HE COOCTBETCTBYET
MPUPOJTHOMY IHC-U30MEPYy, BCE IMPHUPOTHBIC JKUPHBIE KHCJIOTHI SBJISIOTCS ITHC-
W30MEpaMH, JTO TO3BOJISICT Pa3JeIUTh JKUPHBIE KHUCIIOTHI, BXOJSIINE B COCTaB
JIMITAI0OB ¥ )KUPHBIC KUCJIOTHI, HAITPABJICHHBIC HA OKHUCIICHHC:

TpaHc- A 2-Enoma—S- -CoA + HyO —L-3-ruapoxcnanni—S—CoA.

B. Bropas peakuusi neruapupoBaHus

Ha Tperbem »5Tame nukia OKHCJIEHUS HUPHBIX KuchaoT L-3-runpoxcuarmi-CoA
aerunpupyercst ¢ odpazoBanueMm 3-keroarmii-CoA. Karamusupyer 3Ty peakuuio 5S-
ruapoxrcuanmiI-CoA—paeruaporenasa; cueliuPprUuecKum akuenTopoM dJIEKTPOHOB

cinyxut NAD *:
L-3-ruapokcuanmui—S—Co A + NAD— 3-ketoanmua—S—Co0A + NADH + H*

3-runpokcuanmi-CoA—ueruaporeHaza 00agacT abCOMOTHON CIEM(PUIHOCTHIO B
oTHoIeHnu L-ctepeonzomepoB. OOpazoBapmmiics B 3Toi peakimu NADH niepemaer
3aTeM BOcCCTaHOBUTENbHbIE 3KBUBaIeHTHl NADH-nerunporenase asixaTenbHOU
nernu. Ha kaxxayro mapy aJIeKTpOHOB, MEPEeXOASIIMX MO LENH MepeHoca MIEKTPOHOB
or NADH k xucnoponay, o6pa3ytorcst Tpu Mojekyisl AT®, kak 3T0 XapakTepHO
BooOme mia Bcex NAD-3aBucuMBIX peakiuil JeruapupoBaHus CyOcTpara,
MPOTEKAIOIIUX B MUTOXOHAPHSIX.

r. Peammﬂ THOJUTHYCCKOIO PaclICJICHUA

[locnennsis (4eTBepTast) peakus UKIA OKACICHUS YKUPHBIX KUCJIOT KaTaIu3upyeTcs
aneTn-CoA—anerniTpancdepasoii (0oice M3BECTHOM MO HA3BaHHEM THOJIA3a).
Ha stom stane 3-keroammn-CoA B3zaummopeictByeT co cBoOogHbiM COA—SH u
pacuierusiercss ¢ 0Opa3oBaHUEM, BO-TIEPBBIX, JBYXYIJIEPOAHOTO (parMeHTa,
COJIep KaIIero ABa KOHIEBBIX YTIIEPOAHBIX aTOMA UCXOHOM )KUPHOU KUCIIOTHI B BUJIE
atietui1-CoA, u, Bo-BTopbIX, CoA-3(pupa KUpHOM KUCIOTHI, YKOPOUEHHOU Tereph Ha
JIBa aToMa yrJiepojia:

3-keToauI—S—Co0A + CoA—SH — Aunin—S—CoA (Ha ABa aToma yriepojaa
Kopoue) + AuetTuii—S—CoA.

[lo aHaOTMM C THUAPOJHU3OM 3Ty PEAKIMIO HA3bIBAIOT THOJU30M, MOTOMY 4TO (3-
keroanmi-CoA pacuieruisieTcss B Pe3yJbTare €ro B3auMOJCHCTBUSA C THUOJIOBOM
rpymmnoii CoA.

Hrak, 3aKOHYE€HO pacCMOTPEHHE OJTHOT'0 000POTa IMKIIA OKUCIICHUS KUPHBIX KHCJIOT.
BerynuBumii B 310T 1mkin CoA-3¢up KUPHON KUCIOTHI C JJIMHHOM LIETIBIO TEpsieT
OHY MOJIeKyJTy anetuin-CoA U 1Be mapbl aTOMOB BOJOPO/A; 110 3aBEPILICHUH OJHOTO



000pOTa IMKJIA TEeTh KUPHOW KUCIOTHI CTAHOBUTCS HA JIBA aTOMa yIriepo/a KOpoye.
His CoA->dgupa nanbMUTHHOBOHM KucioTel (16 aroMoB yriepoja) cymMMmapHOe
ypaBHEHHE OJHOTO 000pOTa IUKIIA OKUCIICHUSI UMEET CIIeTYIOIIUI BUI:

Maasmuroni—S—CoA + CoA—SH + FAD + NAD™ + HyO — MupucTtoni—
S—CoA + Anerna—S—CoA + FADHy + NADH + H*.

B pesynbrare oTwmemieHus OJHOW MoJeKyJsel anetwi-CoA ot mamsmuronn-CoA
oopazyercsa CoA-3(hup MUPUCTUHOBOUM KUCIIOTHI, B MOJIEKYJIE KOTOPOU COACPIKUTCS
yKe ToJIbko 14 atoMoB yriepoja. 3ToT MUpUCTOMI-COA BCTyNaeT B HOBBIM LMK
OKHUCJICHHSI, COCTOSIIIMI U3 TEX 7K€ YEThIPEX PEAKIIUii; B 3TOM IIUKJIE 0OpasyeTcs erie
onHa wmouekyna auetmii-CoA u  CoA-3gup romosnoruyHoilt 12-yriaepoaHoit
JAaypUHOBON KUCIOTHI - Jaypowi-CoA. JInd OKMCIEHHS OJHOM MOJIEKYJbI
nabMUTOMI-COoA ¢ oOpazoBaHreM BOChMH MoJiekyln anetuin-CoA Tpedyercs ceMb
TaKuX IUKJIOB:

Maasmutoni—S—CoA + + 7CoA—SH + 7FAD + 7NADY + + 7Hy0 —
8Anerui- SCoA + 7FADHy + TNADH + 7H *.

Kaxnas monekyna NADH npu OKHUCIEHHHM B 3JIEKTPOHTPAHCHIOPTHOM 1N JaeT 3
ATO, FADH?2 -2 ATO.

Auerun-koA noctynaet B LITK B pezynbrare o6pasyercs 3 NADH u FADH2 , npu
okuciennu anerun KoA oOpazyercs 11AT® u I'T® (ecim okucieHue HIET B
TICYCHH).

IIpu oxkucIeHUN NAJTBMUTONIIA:

8Anetnn-koA — 88 AT® (turroc 8 GTP ecnm mporniece uaeT B MeYeHN);

7TFADH2— 14 AT®.

INADH— 21 AT®.

MoOXHO HOpOCyMMHpOBaTh pPE3ydbTarbl W IMOJYYUTb, YTO IPU OKHUCIICHUU
NATbMUTHHOBOU KUCHOTHI Tosrydaetcs: 123 AT®, munyc 2 AT® Ha akTUBaIuio,
COOTBETCTBEHHO BbIX0 1 — 121 monekyna AT®.

Ecnn paccMmarpuBarh KaKAyHO HACHIIEHHYIO JKUPHYIO KUCJIOTY MOKHO PacCMOTPETh

CYMMapHYIO PEaKIIHIO:

Cn-ammia-CoA —(n/2)Ac-koA + (n/2-1)NADH+(n/2-1)FADH2
Anernn-koA noctynaer B LITK B pesynsrate obpasyercss 3 NADH u FADH,, npu
okuciennn aretwsi KoA obOpazyercss 11AT® u I'TD (ecim okucieHue HWAET B
TICYEHN ).

[Ipu npeoOpa3zoBaHUU CyMMapHOU peaKuu:

Cn-aumin-CoA —nCO2+ (11n/2)AT® + 5(n/2-1)ATP
Heobxoaumo yuuthiBaTh TOT (akT, YTO TPU aAKTUBAIMHM KUPHOW KHCIIOTHI
3aTPAuyMBACTCSl JIBE MAKPOIPTHUUECKUE CBS3U, KOTPhIE HEOOXOIUMO BBIYWTAThH MPHU
NoJCYEeTe OOLIETO AHEPTETUUECKOTO BBIXOA.



OxkucjieHHe HeHAChIIEHHbIX KHUPHBIX KHCJIOT

A AM®

CH3(CH2),CH=CHCHZCH=CH(CH ﬂ?COO H 7_L)CH3I'_CH2]4CH:CHC HsCH=CH(C Hg)?c O-Skoh
JIHHIWNIEBAHR KHCJI0TA

JHHOHT-K0A

ko-A-SH
b
3koAS-OCCH;
CH3(CH2),CH=CHCH2CH=CH(CH2).CO-SkoA CH3(CH2),CH=CHCHZCH=CHCH2C O-SkoA
monRoR 3koASH Lo/ -€HOMT KOA
B v
CH3(CH2),CH=CHCH2CH=CHCH;CO~-SkoA ————» CH34(CH3),CH=CHCH;~CHz-C=C—CO-SkoA
4 EHOHIT KOA 4 2 |
LHC- f-eﬂgm KOA HI0MEpAza TpaHC-/, -eHOHT KOA H
koAS-OCCH 1
)
CH3[CH3j4cH:CHC Hi-*CHz-C:tIZ-C (r-SkoA CHy{CHz),CH=CHCH=C Hy~CO-SkoA
Ipa}i(!-ﬁz-ﬂ-lﬂﬁﬂ KoA H koASH €HOHT KoA
koAS-OCCH4
r
CH3{CH2),CH=CHCH2~CHz~CO-SkoA CH3(CH2),CHSCH-CO-SkoA
EHOHTT KOA koASH LHC- ﬁz-a{am KoA
A EHOHI KOA
CHy(CH3),CH=CH-CO-SkoA ————3-CH 3(CHa),cH-CH CO-SkoA
AL OH
1He- /- EHOHIT KOA D3 THA OKCHABYT KOA
3-THAPOKCHALIT KOA
aMHMepasa '?H
CH3(CH),CH-CHy CO~SKoA ————" CHy(CHy),CH-CHz CO-SkoA
OH L-3-THAPOKCHALT KOA

D-3-THAPOKCHALTT KOA

L-3-THAPOKCHALMT KOA
( ) (IZ)H D5k Aﬂel‘!-mpofﬁﬂﬂ3ﬁ ( :| ﬁ
2

Lr-3-THAPOKCHALIHT KOA NAD NADH 3-KeTOoaLiHT KoA

Pucynok 22: Cxema peakuuii OKMcJIeHHUs THHOJIEHOBON KHCJIOTHI. A -
AKTUBALUA )KUPHOM KUCJIOTHI, b - OKHCJIeHHEe HACBIIICHHON YacTH, B -
OKHUCJICHHUE 110 MePBOM IBOMHOM CBSI3H, | - OKHCJIeHHE HACBIIICHHOMN YacTH, [ -
OKHCJICHUE 110 BTOPOi ABOMHOM CBA3H

Ho  OOJbIIMHCTBO  KUPHBIX  KHUCJOT  SIBJIIETCS  HEHACBIIICHHBIMH  WJIU



MOJIMHEHACBIIIEHHBIMU KUPHBIMH KHACJIOTaMU. B JaHHOM cilydae OKHUCIIEHUE UMEET
JIB€ 0COOCHHOCTH: BO-TIEPBBIX, TaK KaK JBOMHAs CBS3b YK€ MPUCYTCTBYET B COCTABE
VIJIEBOJOPOJIHOTO CKeJeTa, W TMepBas pPeakiys OKHCJICHUS C MapalielIbHbIM
BocctaHoBineHneM FAD™ o FADH, oTcyTCTBYeET, M0TOMY B IUKJIE IPH OKHCICHUH
10 JIBOMHOM CBS3M OTCYTCTBYET OJUH U3 NMPOAYKTOB, a TouHee FADH,; BO-BTOPBIX,
MPU OKHUCJIEHUW HEHACHIIICHHBIX JKUPHBIX KHUCJIOT HEOOXOIMMBI €IIe JIBa
JOTIOJTHUTENLHBIX PepMEHTa — HM30Mepasa v snumepasa. Jlydie Bcero paccMoOTpeTh
OKHCJICHUE HEHACBHIIIEHHBIX dUPHBIX KUCIOT HA MPUMEPE JUHOJIEBOW KUCIOTHI 3TO
C18:2A9;12, TO €CThb HEHACBIIICHHAs >KUpHas KHUCJIOTa, cojiepkamias 18 aroMoB
yriiepojia u iBe JBoMHbIe cBA3u Mexay 9 u 10, 12 u 13 aromamu yriepona. Dopmyna
MpeACTaB/icHa HA PUCYHKE. AKTHBAIUS JICHOJICHOBOM KHUCJIOTHI MPOUCXOJIUT TAKXKE
KaK U APYTUX KUPHBIX KUCJIOT U oOpaszyercs JuHOMMI-COA B LUTOIUIA3ME, 3aTeEM
MoJ| JIEMCTBHEM KapHUTHHOBOTO MEXaHHW3Ma IMPOUCXOJUT TPAHCIIOPT JIMHOJWIA B
MaTpUKC MUTOXOHJIPHM, TJI€ TPOUCXOIUT OKHUCJIeHUe. HackleHHas dYacThb
OKUCJIAETCS IO OMUCAHHOMY BBIIIIE MEXAHU3MY U TaK IPOXOJUT 3 IIUKJIIA OKUCIICHUS
obpasyercs mo Tpu Mouekynbl anetun-CoA, NADH u FADH,. B pesymbrare
obpazyercs 12-tu yriaepoaHast mc-A’-eHonbHOE MIPOU3BOJHOE, KOTOPOE HE MOMKET
MOCTyNaTh B CJIEMYIOMMI UK. Tak Kak ABOWHAs CBSI3b YK€ MPUCYTCTBYET, HO HE B
TOM TMOJIOKEHHUH, 1MO3TOMY ari-CoA aerujiporeHasa nepBbiid (DepMEHT IUKIIA HE
paboTtaer. JlaHHO€ COoeaMHEHUE (III/IC-A3-CHOI/IH-COA) B3aNUMOJECUCTBYET C IEPBBIM
JIOTIOTHATEIBHEIM (hepMenToM eHomn-CoA H30Mepasoii, B peyibrare muc -A-am-
CoA Ttpanchopmupyercs B TpaHC-AZ-eHOI/IJI-COA, a 3T0 YK€ MPOAYKT MNEPBOU
peakiMM IMKJIA, KOTOPBIA 3aTeM MOCTYyNaeT B OCTAJbHbIE peakuuu IUKiIa. B
pe3yibTaTe JaHHOTO BHIOM3MEHEHHOTO IuKiIa oOpasyrorcs anetuin-CoA, NADH u
armu-CoA |, cTaBIIMiA e1ie Ha aroMa yriiepoaa kopoue. Obpa3zopasimiics ammi-CoA
MOCTYNAaeT B CTAaHAAPTHBIA MK OKHUCJICHUS HACHIIIECHHOM >KUPHOM KUCJIOTHI, B
pesynbrare obOpasyercs auetwi-CoA, NADH, FADH, u mc-A*-  ernomn-CoA
Heobxoaumo moCTymieHHe B CHCAYIONMM ITUKJI, JBOMHAsS CBSI3b YXKE €CTbh,
CJIeIOBATEIbHO OKHUCJEHUs ¢ oOpa3zoBanueM FADH, He Hy)XHO, KpOME TOTO CBS3b
HAXOJIUTCS MEXAY 2-M U 3-M aTOMaMH yIJIepoja, YTO COOTBETCTBYET MPABUILHOMY
MOJIOKEHHUIO B Clydyae MEpBOTr0 MPOMEKYTOUHOTO MPOJYKTa IMKJIA, HO CBSA3b HE
TpaHC-, a IMC-ToJoKeHNH. Bropoit ¢gepment eHomn-CoA rumparaza, HE MMEET
MOJTHOM cTeU(UIHOCTH, TTOATOMY MIPUCOCTUHEHHE BOJIBI TPOUCXOIUT KaK 1O ITUC,
TaKk U Mo TpaHc-cBA3U. Ho eciu npucoeamHeHne NpoUCX0auT Mo TpaHC-u3odopme ,
To obOpasyercs L-3-ruapokcuanuin-CoA (4To0 COOTBETCTBYET HOPMATLHOMY ITHKITY).
Ho B ciygae oO6pazoBaBmierocs I_II/IC-AZ- eHoun-CoA ruapoTauus IPpOUCXOUT MO
IMC CBsI3W, W Tox JedctBueM eHowil-CoA ruapara3el  obOpasyercs D-3-
ruapokcuam-CoA. A BoT L-3-ruapokcuanun KOA AeTHApOTeHa3a o0jamaeT
BBICOKOM cTepeocenupuIHOCTRIO U He pacnio3HaeT D ¢opmy, u D-3-runpoxcuarm-
CoA He MoxeT ¢ Hell mnpopearupoBaTh. IlodToMy mMOSIBISIETCS BTOPOit
JOTIOJHUTENbHBIN (hepMeHT 3-ruapokcuanui-CoA snuMepasa, npespariarorias D-3-
runpokcrami-CoA B L-3-ruppokcuanmn-CoA, koTopbld mona nedctBuem L-3-
rugpokcuanui-CoA neruaporeHasbl okucisiercss 10 3-keroauui-CoA. [ambiie



MMPOUCXOAUT HOPMAJIbHOC 3aBCPHICHUC IMKJIA. OcraBmasics HaCbILICHHAsA 4YaCTb
OKUCJEICTCA TCMH KC HHUKIAMU YTO MW IIPH OKHCIICHHU HaCBIHleHHOfI >KHpHOI>'I
KHMCJIOTHI.

He 3ps roBopsAT, 4TO HEHACBHIIICHHBIE YKUPHBIC KHUCJIOTHI MEHEE KaJIOpUWHBI. B
PEATLHOCTH ATO CBSI3aHO C TEM, YTO TIPH OKUCIICHUH KUPHOU KHCJIOTHI HE 00pa3yercs
Mojiekynma FADH, Ha kaxayro JBOWHYIO CBsI3b, a, cliefoBareibHO Ha 2 ATO
MEHbIIIE.

Torma cymmapHas peakuusi:
Cn-anmin-CoA —nCO2+ (11n/2)AT® + 3(n/2-1)ATD +
2 (n/2-1-x)AT® — 2ATD
I'ne X — KoJIM4ecTBO IBOMHBIX CBS3EH.

OxucJjenue KUPHBIX KHUCJIOT ¢ HEYETHBIM YUCJI0OM aTOMOB yrJjiepojia

XoTs OoJblIasg YaCTh NPUPOIHBIX JUIHUIOB COJIEPKUT KUPHBIE KUCIOThI C YETHBIM
YUCJIOM aTOMOB YIJepoJia, B JMINAAAX MHOTMX PAaCTEHMA M HEKOTOPBIX MOPCKHUX
OPTraHU3MOB B 3aMETHBIX KOJMYECTBAX MPUCYTCTBYIOT >KHUPHBIE KUCIOTHI, MOJIEKYJIA
KOTOPBIX COJIEPKUT HEYETHOE YUCIIO aTOMOB yriepona. Kpome Toro, y KpymHoro
poraroro CKOTa U 'y APYruX KBauHbIX KUBOTHBIX MPH IEPEBAPUBAHUU YIJIEBOJIOB B
pyO1ie oOpa3yroTcsi 00JbIMe KOIMYECTBA 3-yIIIEPOJIHONW MPOMUOHOBON KHUCIIOTHI.
DTOT MPOMUOHAT BCACHIBAETCSl B KPOBb M OKUCIISIETCSA B MEYEHH W APYTHX TKAHAX.
JKupHble KHUCIIOTBI C JUIMHHOW 1ENblO, COJEpKallled HEYETHOE YHCJIO aToOMOB
yraepoa, OKUCISIOTCS B TOM ke MOCJEe10BaTeNbHOCTH PEAKUi, YTO U KUCIIOTHI C
YETHBIM YMCJIOM aTOMOB, IyTE€M OTILEIJICHUs ABYXYTJIEPOIHBIX (PparMeHTOB C
KapOOKCWILHOTO KOHIA. OJIHaKO B TOCJEIHEM IHMKJIEe OKHCJICHHS CyOCTparoM
cayxuT ani-CoA ¢ IAThI0 aTOMaMHM YIJIEPO/Ia B allMiIbHOM rpymme. Ero okucieHnue
M KOHEYHOE paclieieHre naer aneTuwja-CoA u nponuoHuia-CoA. Anermin-CoA
OKUCJIAETCS, KOHEYHO, Yepe3 LMKI JMMOHHOM KHUCJIOTBl. UYTO ke Kacaercs
nponuoHuI-CoA, TO OH Tak ke, Kak U NponuoHWI-CoA U3 ApYrux UCTOYHHUKOB,
MOJABEPTraeTCs HE COBCEM OOBIYHBIM (PEpMEHTATHBHBIM IpeBpaieHusM. CHavana
nponuoHun-CoA kapOokcummpyercs ¢ obOpaszoBanueM D-ctepeonzomepa MeTui-
ManoHWI-CoA moja AeicTBHEM OHMOTHHCOEpKamero ¢GepMeHTa, Ha3bIBAEMOTO
nponuoHuiI-CoA—kap0okcmiazoil. B 3Toll peakuuu poJib OpeANIeCTBEHHUKA
HOBOW KapOOKCWJILHOW TPYIIbl UrpaeT OMKapOOHAT, a UICTOUHUKOM 3HEPTUM JJis

00pa30oBaHUsl HOBOM KOBAJIEHTHOM CBA3U CIYXUT MUpodocdarHOe pacluersieHue
AT® no AM® u mupodocdara:

[Ipormmonnn-CoA + AT® + CO2 —D-mermumanonnn-CoA + AM® + OD;.
Jlns peaknuu TpEeOYIOTCS TaKyKE MOHBI M92 *_ Ipoxyxr peakiun D-MeTHIMAanIoHMI-

CoA m3oMepu3yercs 1o ACHCTBUEM MeTHIMAJOHUIANMUMePa3bl ¢ 00pa3oBaHUEM
COOTBETCTBYIOIIEro L-cTepeonsomepa:

D-metummanonmn-CoA — L-metmummaioani-CoA.



L-mermmmanormn-CoA B pe3yibTare COBEPIIIEHHO HEOOBITHOM
BHYTPHUMOJICKYSIPHOM TEPECTPOMKH TpeBpamacrcsl 3ateM B CYKIUHWI-COA 3Ta
BHYTPUMOJICKYJISIpHAs TIEPECTPONKA KaTaTU3UPyeTCs MeTHIAMAJOHUI-CoA —
MYTa30ii, KOTOPO# B KauecTBe Ko(epMeHTa TpeOyeTcsl 1e30KCHUaICHO3IKOOaJTaMUH
Ko(epMeHTHas popma BUTaMuHa B9, mim kobanamuHa:

L-Mmetniimanionni-CoA — Cykunami-CoA.

Cykuuami-CoA yepe3 HUKIT JMMOHHOM KACJIOThI B KOHEUHOM CUYETE IPEBPAIACTCS B
okcasoarerar. MoeT Mmoka3aTbCs, 4TO 3Ta MOCJIEA0BATEIbHOCTh META0OINYECKUX
peakuuii, B X0J€ KOTOpbIX H3 mnponuoHuiI-CoA ob6pasyercs cykuuHWI-CoA,

CJIMIIKOM

nponuonun KoA coc %
KapbokcHnasa | TPYRHRI TYTH
KoA—S—C—CH—CH; 7—-.\? TH —CH; AL TaKoro
I - MIPEBPALLECHHUS.

—S—HKoA
O CD;*M*IL”'I'HI"D " 5 Brionne MokHO
¥

nponnoHun KoA 0 O6BLIO OBI
D-metunuanonun KoA OKHIIATD
oOpa3zoBaHus

MeTHNHANOHHN3NHKMEpa3a cyKiHHI-CoA
B pe3yabTare

Coc

| OJHOTO

LTH: metHnuanodun KoA coo €IUHCTBEHHOT' O

MyTaza |

CH, - = H C—CH rana

| PUCOCTUHEHHS

o 0 JIEPOJTHOM
cykumHnn KoA L-metunmanounn KoA Yrep aTOMz

Pucynok 23: Cxema peakumii OKucjIeHusi nponuonua-CoA  NPOIMHOHHILHOU
TPYIIIBI

nponuoHnt-CoA. Knerku n30pamu apyroit myts. CHagana CO 9 npucoequHsercs Ko
2-My YIJIepoJAHOMY aTOMYy, J1a €Ili€ U C «HENpaBUibHOI» cTopoHsbl. [locie Toro kak
snuMepasa rnepemectuT CO2 Ha «IIPaBUIIbHYIO» CTOPOHY 2-TO YIJIEPOJHOIO aroma ¢

obpazoBanuem L-mernnmanonun-CoA, eCTECTBEHHBIM MPECTABISICS Obl IEPEHOC
KapOOKCWIILHOHW TPYIIIBI OT 2-TO YIIAEPOAHOTO aToMa MPONUOHUIBHON IPyIIIBI K 3-
My. Bmecto aToro nepemeniaercs takas oobemuctas rpymma, kak —CO—S—CoA, ¢
y4acTHEM CJIOKHOTO KoepMeHTa - Ie30KCcHaieHo3mIKoOanamMuna. [lo-Buaumomy, u
3J1€Ch CJI0KHOCTH OOBSICHSICTCS TEM, UTO IS PEIICHHs TPYIHONH XUMUYECKOH 3a1auu
KJIeTKH u30paim oOXOJHBIM MyTh. BechbMa MHTEpecHa peakius, KaTalu3upyemas
MetuManoHnI-CoA—mytazoit. OHa 3akimodaercss B oOMeHe rpymmnbl —CO —S—
Co A, npucoeIMHEHHOW B UCXOHON MPONMUOHWIBHOU IrpyIiie METHIIMATOHWI-CoA
KO 2-My YIJIEpOJHOMY aroMy, Ha aToM BOJIOpPOJia, CBA3aHHBIM ¢ 3-M aroMoM
yriaepoaa. DTO OJHA U3 TeX CPAaBHUTENBHO PEAKUX (EPMEHTATUBHBIX PEaKIUil, B



KOTOPBIX aIKWIbHAs Tpymma (CBOOO HAs WM 3aMeIleHHas ) 0OMCHUBACTCS HA aTOM
BOJIOpOJIa TPU COCEAHEM aroMme yriiepoja. Bce depMeHThl, KaTauu3upyroiwe
HEOOBIYHBIE PEAKIMKM TaKOTO THUMA, COJAepXk ar S'-Ie30KCUaJICHO3MIKOOATaMUH.
HanoMHMM B CBSI3W C 3TWM, YTO NpPHU HApYIICHWH BCAchIBaHWS BUTaMHHA B1o B

KHIOCYHUKE Pa3BUBACTCA 3JIOKAYCCTBCHHAS aHCMUSI. Metumvanonuii-CoA sBisercs
IMPOMCIKYTOYHBIM IIPOAYKTOM HC TOJIBKO B IMPOLCECCC OKUCIJICHUA KMPHBIX KUCJIOT C
HCUCTHBIM YHCJIOM aTOMOB YIJICpOJa, HO TAaKKEC M B IIPOLOECCC OKHUCIMNTCIBHOI'O
pacHICIUVICHUS TPCX aMHUHOKHUCJIOT - MCTHOHHMHA, BaJIMHA U HSOHeﬁHHHa.

VY 4yenoBeka W3BECTEH P BPOXKJIECHHBIX HapyHIEHUH oOMeHa MeTUIMaIOHUI-COA,
NPOSIBJIAIONIMXCS OOBIYHO B paHHeM JeTcTBe. BceTpeuaercs, Hampumep, Takou
reHeTUYeCKUd  J1epeKT, KaKk TMOHWKEHWEe WM  OTCYTCTBHUE AKTUBHOCTH
METUIMATOHUI-COA—MyTa3bl, MPHU KOTOPOM METHIMATOHWI-COA HE MOXKET
npeBpamarbca B CyKUMHWI-COA. BcernencTBue 3TOrO0 HEBO3MOXHBI M BCE
JaJIbHENIINE META0O0JIMYECKUE MPEBPALICHNS METWIMAIOHOBOW KUCJIOTHI, TaK 4TO
OHa B OOJILIIMX KOJIMYECTBAX MOSIBIAETCS B KPOBH M B MOYE, YTO NPUBOIUT K
noHwxkeHuto pH kpoBu. DTO COCTOSSHHE HOCHUT HA3BaHUE METHJIMAJIOHATHOM
anuaeMu. Y HEKOTOPHIX OOJBbHBIX yAaeTcsd NOOUThCS YIYYIIEHUs, BBOAS UM
OombIIME KOIMYECTBA BUTAMHAHA B19. DTO 0OKa3bIBacTCA BO3MOKHBIM B TeX CIIydasX,

KOTJ]a TeHETUECKUN Je(heKT MPOSBISIETCA B CHIXKEHUU CKOPOCTH (DepMEHTATUBHOMU
peakyy, MOCPEACTBOM KOTOPOM BUTaMUH B19 mpeBpamaercs B CBOIO aKTUBHYIO

kopepMentHyto  ¢opmy. BcerTpewarorcsi, oAHaKo, U Takue OOJbHBIE C
METHJIMAJIOHATHON 3NUAEMHUE, y KOTOPbIX T'€HETHMYECKHl Ae(eKT 3arparuBaet
OEJIKOBYI0O 4YacThb MOJIEKYJIbl METHIMAIOHWI-COA—MyTa3bl. TakuM OO0JIbHBIM
BBEJICHUE BUTaMUHA B19 He npuHOCUT 00seryens; 00JIe3Hb B ITUX CIIy4asX MOXKET

IMPUBECTH K CMCPTHU.

Pel"y.]'lﬂlll’lﬂ /| HHFI/Iﬁl/IPOBaHI/Ie OKHCJICHUA )KUPHBIX KUCJIOT

Ha fImaiike cpenu OeqHOTO HaceNeHUs BCTpEUaeTcsl dHIEeMUYeckoe 3a0oJeBaHue,
KOTOPOE, KaK y)K€ JIaBHO 3aMEYCHO, CBA3aHO C YMOTPEOJCHUEM B THIIMY HE3PEIbIX
wiogoB Blighia sapida. DTo 3a0oseBaHue XapakTepU3yeTCs THUIOTIMKEMHEH
(MOHMXEHHBIM COJIEp)KAaHUEM caxapa B KPOBH) W HapylleHHMEM OOMEHa >KUPHBIX
kuciot. Tokcuueckoe aekictBue 1wiogoB Blighia sapida o6ycrnosiuBaercs
COJZEpKalMMCSl B HUX THUNOTJHUIIMHOM, TMPEICTABISIONMM COOO0W MPOU3BOIHOE
NPOMMMOHOBOM KUCIIOTHI. B mporecce MeTabosm3Ma THIOTJIMIIUH MIPEBpaIaeTcss B
BEIIIECTBO, KOTOpoe B (hopme cooTBeTcTBYIOIIET0 CoA-3dupa SBISIETCS MOIIHBIM U
crierupuaeckuM UHTHOUTOpOM OKHucieHuss CoA-3pupoB KHUPHBIX KHUCJIOT C
KOPOTKOW IIeTbI0, TJIaBHBIM oOpa3zoM Oytupomn-CoA. B mpucyTcTBuu 3TOTO
BemecTBa OyTupomn-CoA THAPOIM3YEeTCsS ¢ 00pa3oBaHWEM CBOOOIHOrO OyTHpara,
KOTOPBI B M30BITKE HAKAIUIMBACTCS B KPOBH M KOCBEHHBIM ITyTEM BBI3BIBACT
TUTIOTIIMKEMHUIO.



B nmeuenn panpHedimme —mpeBpameHuss  COA-3HpOB  KHPHBIX  KHCIIOT,
00pa30BaBIIMXCS B IUTO30JI€, MOT'YT MOUTH

CH, =G E A= CHR—C0D 10 OJJHOMY W3 JBYX TJIaBHBIX IyTer. OiuH

CH, MH 3 M3 HHUX IIPCACTABISICT co00il OKHCIIEHUE
THROTTHLHHA 3THX 5QUPOB B MUTOXOHJIPUAX, a APYroii

U MpeBpalleHUEe UX B TPHUALWITIIMLIEPOJIBI U
dochomunubl noa AeUCTBUEM (PEPMEHTOB

nuro3zond. Kakoir Oymer daktmueckas

02 NH; cyns6a CoA-3MpoOB MIMHHOIECTIOYECTHBIX

CH, =G CHmCHzCoO KUPHBIX KUCJIOT, 3aBUCUT OT CKOPOCTH UX
I.IETHHEIEI.TI-?HHOI’IPDI'II‘IFI'ﬂI.I,ETiﬂT HOCTYHHGHH;{ B MIiI'TOXOHIIpHH°

AT®D + KoA.SH TpexsTanHpli TpaHCHOPTHBIA MpPOIECC,

OCPEICTBOM KOTOPOT'O OTIICIUBILMECS OT
uuTo30JbHBIX  COA-3QUpPOB  KUPHBIX

AM®D + D@ KHCJIOT aUMJIbHBIC TPYNNbl NPOHUKAIOT
CH,=C—CH—CHz—C—S—KoA yepe3 MeMOpaHy B MHUTOXOHAPHUAIbHBIN
CH O MaTpukc  (mocje  NPHUCOEAMHEHUS K

KapHUTHHY), PETYIUPYeT CKOPOCTh BCETO
mpoiecca OKHUCJIEHHUS JKUPHBIX KHUCIOT.
Ecmu amunmbpHBIE TPYyNmObl TPOHUKINA B
MUTOXOHAPHUH, TO OHU 00s13aTeNbHO OYAYyT
3/1€Ch OKHCJICHBI U, B KOHEYHOM CUETe, MMOJHOCTRIO MpeBpararcs B aneTui-CoA.

MEeETHNEHUHEKGNPpOoNMHNaUueTHR KoA

Pucynok 24: Cxema peakumii ¢
THNOTTHIMHOM

Kapuutun-atmnrpancdepaza |, karanusupymoias MNEepeHOC aliIbHBIX TPYHI OT
CoA-3(bupoB >KUPHBIX KUCJIOT HAa KapHUTWH HA HApPYKHOM CTOPOHE BHYTpEHHEU
MUTOXOHIPUAILHOW MeMOpaHbl, IPEICTABIISIET COO0N auTOCTEpUUECKU (hepMEHT.
O1oT (pepMeHT crienupuuecKd UHrMOUPYETCsi CBOMM MOIYJIATOpOM MaoHMWI-CoA
MeTabOJIUTOM, O KOTOPOM MBI paHee He ynomuHamu. ManoHuwn-CoA sBisercs
NEPBBIM POMEKYTOUHBIM MPOAYKTOM HPOTEKAIONIEro B LUTO30JI€ Mpolecca
OmocuHTE3a, B X0J€¢ KoToporo m3 arnetwi-CoA oOpa3yroTcs KUpHBIE KHUCJOTHI C
amuHHOM 1enbto. Konuentpauuss mManoHmn-CoA MOBBIIIAETCA, KOTJa >KUBOTHOE
MOJIy4ae€T MHOTO YIJIEBOJOB, IOTOMY UYTO HM30BITOK TJIFOKO3bl, KOTOPBI HE MOXKET
OBITH OKMCJIEH WM OTJIO’KEH B 3aac B BUJE INIMKOTEHA, MPEBPAILAeTCs B [IUTO30JIE B
TPUALIWIITIIMIEPOIIBI U B 3TOM (opme coxpaHsieTcs B opranuzme. Takum oOpazowm,
OKHUCJICHHE )KMUPHBIX KHUCJIOT «BBIKIIIOYAETCS» BCIKUHN pa3, KOT/1a B IEUEHU UMEETCS
JOCTAaTOYHO TJIFOKO3bI, UCIIOJIb3YEMOU B KaueCcTBE TOIUIMBA, U KOTJAa B HEH 3a CUET
n30bITKA IIIOKO3bl AKTUBHO CUHTE3UPYIOTCS TPUALMIITIUIEPOJIbl. «BhikmoueHue»
obecrieunBaeTCs AUIOCTEPUUYECKUM HHTHOMPOBAHUEM TIpoIlecca TMOCTYIUICHUS
AlWIBHBIX TPYIII B MUTOXOHJIPUH.

Cynbb6a anetun-CoA, KOTOphIi 00pa3yeTcss B MUTOXOHAPUAX MEUCHU B PE3yJbTaTe
OKHUCJIEHUS >KUPHBIX KUCJIOT, MOXET OBITh JBOSIKOW: OH MOXET OBITh OKHCJIEH /10
CO9 uepe3 UK JIMMOHHOM KHCJIOTHI WU NIPEBPAIEH B KETOHOBBIE T€NA U B 3TOM

ciay4ae HampaBlieH K mepudepudeckuMm TkaHsM. [lyTb, 0 KOTOpOMY MOMIET €ro



IpeBpalleHue, ONpeaeNnseTcss TIJIaBHbIM 00pa3oM HaIUYUEM JOCTAaTOYHOIO
KOJIMYECTBA OKcajoaleraTa, HeoOXOAUMOro s Toro, utoOsl anetni-CoA mor
BCTYIUTh B LUK JMMOHHOW KHCJIOTHL. llpy O4YeHbp HU3KON KOHILIEHTpaLUH
OKcajoaleTrara B LUK JUMOHHOW KHCIJIOTBI BKIIHOYaeTcss Mano aueTwi-CoA; Takas
CUTYyalus 0JIaronpusATCTBYET 00pa30BaHUIO KETOHOBBIX Tell. OOBIYHO KOHLEHTpAIHS
OKcasloalrierara B OpraHu3Me >KMBOTHOTO OBIBACT HU3KOM NPU TOJIOJAHUN WIN NPHU
NOHWKEHHOM COJIEPKaHUM YIIIEBOJOB B MHULIE. B 3TOM cirydae CKOpOCTb OKUCIIEHHUS
’KHUPHBIX KUCJIOT BO3pPACTaeT, M 3HAUMUTENbHAs YacTh oOpa3zoBasierocs auetuia-CoA
npeBpauiaeTcs yepes ruipokcuMeTriyrapuia-CoA B cBoO0AHbIN arieroarerar u D-
B-ruapokcuOyTUpaT, KOTOpbhIE€ HAMPAaBISAIOTCS K NEPpUPEPUUYECKUM TKAHIM. 3]1€Ch
KETOHOBBIE T€JNa CIIy>KaT IJIABHBIM KJIETOUYHBIM TOILIMBOM M OKHUCIISIIOTCS YEPE3 LUK
TMMOHHOM kucnoTsl 10 CO2 n HoO.

KeToHOBBIC TEeJaa

B xnunuke OJWH M3 CaMbIX CTAPbIX BUAOB dHAJIM3d — AHAJIM3 KPOBHU, COCTAB KPOBH
HCCIICAYCTCA HdaBHO MW C TIIOABJICHUCM BCC
OoJree HOBBIX n TOYHBIX MECTOOOB,

H 1C—C—CH— GO0 MIPOM3BOJIMIICS aHaJIN3 KPOBH, B pPe3yJbTaTe
- BBISIBJISIIOTCSI HOBBIE COCTaBJIsTIoNIue. Tak mpu

0 HOBBIX aHAJIM3aX OBLIM BBISBIEHBI TPU HOBBIX
aueToauerTart TUIA MOJIEKYI: alieroarierar, D-B-

rUApoOKcuOyTHpar,  amnetoH. Bce  Tpwm
MOJICKYJIbI OMJIA B COCTaBE KPOBH B CJICIOBBIX
KOHIICHTPAIUAX, IPU YEM BCEM U3BECTHO, UTO
CH alleTOH  —  TOKCHMYHOE  COEIMHEHHE.

D B -ruap okcHyTHpaT Bapixanme  mapoB  aleToHa  BBI3BIBACT
paspyileHue remMaro-3HIeQaTuTHYecKoro

Oappepa UM MacCCOBYIO THOE€Ib HEPBHBIX

HG—CH—CH—CO0™

HC—C—(CH,
KJIETOK. DTUM IOJIb3YIOTCSI TOKCUKOMAaHBI, TaK

KaKk MaccoBas TIHOeNb KJIETOK BBI3bIBAET

ALETOH TTIOLMHALHY, HO IIOCJIEA0BATENBHOE
paspylieHue MO3ra 3aKOHYUTCS JTOCTaTOYHO

PucyHok 25: CTYyKTypHBIe obicTpo. KoHIEHTpaust AaHHBIX MOJIEKYI
pOPMYJIBI KETOHOBBIX Te.l OblJJa HACTOJBKO HHU3KOM U aleTOH He
OTHOCUTCS K (U31OTOTUUECKUM

COEIMHEHUSIM, Y 3TO TTO3BOJIWIIO MIPEATOJIOKUTH, YTO JAHHBIE COCAUHEHUS SIBISIOTCS
TaK CKa3aTh «OIMOKOW» MeTaboim3Ma, TO €CThb OpPTaHM3M WX MPOU3BOIUT
CIIy4aitHbIM 00pa3oM. J{oTIOTHUTENBLHBIM JOKA3aTeNbCTBOM JJI1 HEKOTOPBIX OKa3aJcCs
TOT (hakT, 4TO y OOJBHBIX CaxapHbIM JUA0ETOM KOHIICHTPAIUS 3TUX MOJIEKYJ B
KPOBH MOBBIIIAETCS 0 JOCTATOYHO OOJBIINX 3HAYEHUMN, IPU YEM HACTOJBKO, UTO
3arax anueToHa OIIYIIAETCS! OKPYKAIOIUMHU.

ll&JIBHGfIHlPIG HCCIICAO0BaHUA IIOKa3aJiu, 4qTo KETOHOBBIC TE€JIa  ABJKIIOTCA



HOPMAJIbHBIMHA COCTAaBJSIOIIMMH IJIa3Mbl  KPOBH. OTO CBA3aHO C THUIIAMU
MeTa0oJM3Ma B pa3HbIX OpraHax u TkaHax. Kak paccMarpuBaioch BbIIe OCHOBHBIMU
HHEPTrEeTUUECKUMHU MOJIEKYJIaMU SIBIISIFOTCST WM MOHOcaxapuabl (IIPEXIE BCEro
[JII0K03a), WIM TpUAWITIUIEpUabl. [I0K03a SIBISIETCS TJIaBHBIM TOIIMBOM IS
MO3Ta y JIHII, TOJYYaroluX OOWIbHYI0 COATaHCHUPOBAHHYIO MHINY. TO0Xe camoe
KacaeTcsl U MBIIIEYHbIX TKaHEe. Tak Kak MbIIIEYHbIE TKAHU COCTABIIAIOT 0K0JI0 50%
Macchbl Tena IUIOC JOCTaTOYHO KPYNHBIA M TpeOyronmid OOdbIIOro KOJIUYECTBA
sHEpTrur MO3T. [loATOMY KOHIIEHTpaIus TOKO3bl B KPOBU TOCTATOYHO Benuka. C
APYro CTOPOHBI TPHUALWIIIMLEPHUIBI OKHUCISIOTCA B MEYEHH ITOT MPOLECC
Ha3bIBaeTCs JMnoian3oM. Ho MHOrue opranbl B YaCTHOCTH CEpJi€UHAsl MbIIIIA U
HA/ATNOYEYHUKU B HOPME, U FOJIOBHOIM MO3T IPH I'OJI0JAHUN UCTIOJB3YIOT MPOIYKThI
OKHUCJIEHHs JTUNUA0B. OCHOBHBIM MPOJIYKTOM OKHMCJIEHUS JIMNUA0B sBistercs ATO,
HO 9Ta MOJIEKyJa HE OYeHb TOJUTCA Ha POJb TPAHCIIOPTHOM MOJIEKYJbl H3-3a
HETOCTATOYHOM CTAOMJIBHOCTH M BHICOKOM METa0OJMTHYECKOM aKTHMBHOCTH, TOXKE
camoe Kkacaercst u npomexxyroyHsix npoaykroB NADH u FADH2, mynbsl koTophix
pa3eNAIOTCs JTaXXe BHYTPU KIIETKH (C OCOOCHHOCTSIMH pa3JeleHusl IMyJOB ITHX
MOJIEKYJ ONMCAH Ha MIPUMEPE YETHOYHBIX MEXaHU3MOB BBIIIIE), TOKE CaMOE KacaeTcsl
atletT-CoA, ToXke NMPOMEXKYTOUHOTO MPOJYKTa JIMMOJU3a, MPEXKIE BCEro M3-3a
kosH3uMa A. Ilpu pacmerenun anetmin-CoA oOpa3yroTcst amerar ¥ KOSH3UM A.
A1ieTaT MOXKET CIIY)KUTh TPAHCIIOPTHOM (POPMOIA, HO OHA MOKET CHIILHO BJIMSTH Ha
CBOMCTBA HE TOJBKO IUIA3Mbl, HO TKaHEBOW XUAKOCTU. [loaTOMy HyXHa MeHee
aKTUBHAs KUCJIOTa, KOTOPOU SIBISIETCS aleToanerar, osee ciaadas KUCI0Ta, MEHbIIIE
BJIMSIONIAS HA HAa CBOICTBA pacTBOPOB. AlleToaleraT — 3TO TpaHCHopTHas Gopma
MIPOJYKTOB JIMIOJIM3a, UCIIOJb3yeMas opranu3mMoM. Ho kero rpymma B areroanerare
BIMSIET HA COCTOSIHME KapOOKCHJILHOMW TPYMIbI, B PE3YNIbTaTEe JIETKO MPOUCXOIUT
NeKapOOKCUIMpPOBaHUE, M 00pazyercs TOKCUYHBIN aneTroH. YToObl MOJIC3HBIM
OPOAYKT HE TMpeBpamaicsi B TOKCHUYHBIM, B KIETKAaX IMEYEHU MPOUCXOIAUT
BOCCTaHOBJIEHHE arleroanerata a0 D-B-rugpokcubyrupara ¢ momompio D-B-
TUAPOKCUOYTUPAT-ETUAPOTE€HA3bl, JOHOPOM MPOTOHOB U JJIEKTPOHOB SIBISIETCS
NADH. B nanHowm ciiydyae OCTUTaeTcsl JBE BEIU: IepBoe — oOpa3zoBaHue OoJiee
CTaOWJIBHOTO W HEAKTUBHOTO COEAUWHEHUS, BTOPO€ — HUACT JOTNOJHHUTEIbHBIHI
TPAHCIIOPT aKTHBHBIX BOCCTAHOBUTEIBLHBIX JKBHBaIeHTOB (¢ NADH). B kierkax
npoucxoaut ooparuelil mporecc oopazytorcss NADH u aneroanerar ¢ nomomnipto D-
B-ruapoxcuOyTupar-aeruiporeHaspl. 3aTeM MPOUCXOJUT aKTUBAIIMS alleToalerara u
ooOpazyercs aueroaneTwii-CoA noj aeicteueM cykumHmiaCoA-aneroanerar-CoA-
TpaHcdepasbl (Tnodopassl), pepMeHTa IIUKIIA TPUKAPOOHOBBIX KUCIIOT, 0 KOTOPOM
rOBOPWJIOCH BBIIIE, MUMEHHO TO3TOMY 3TOT (PEPMEHT MPUCYTCTBYET BO BCEX
OCTAJIbHBIX TKaHSIX KpPOME IEYEHOYHOW, TIJe HEOO0XOAUMO MEPEKIIYEHUE Ha
TpacnopTHble (OPMBI MPOAYKTOB JUIOJIM3a, a IMEYEHH MPOLECC MPOUCXOIUT
MOJIHOCThIO. TakuM 00pa3oM, Tak Ha3bIBAEMbIC «CIIyYalHBIC» WM «MYCOPHBIC»
MOJIEKYJIbl OKa3bIBAIOTCSl BaXXHBIMH JIJIs1 OOMEHa BellecTB B opranusMe. OcTanoch
BBISICHUTHh CBA3b MEXIY MOBBIIICHUEM KOHUEHTPALMU 3TUX MOJIEKYJ] U CaxapHbIM
nuaberoM. MiccnenoBanust moka3aiu, 9TO CBSI3b IOCTATOYHO MpocTa. Jleno B Tom, 9To



IIpY caxapHOM auadeTe MO0 N3-3a YMEHBIICHUS KOHIICHTPAIIUA WHCYJINHA, JTN0O W3-
3a HapYIICHUS CTPYKTYPhI PEIENTOPOB HWHCYJIMHA M KaK CJICICTBUEC HAPYIICHUS
CB3s3bIBaHMs, HHCYJIMH MIEPECTACT ACHCTBOBATH HA KJICTKH, U MOTJIOMICHNE TIIFOKO3bI
KJICTKaMU Hapyliaercs. B pe3ysibrarte TIIHOKO3bI B KPOBH MHOTO, a KJIIETKH IPU ATOM
rOJIOJIAIOT, B PE3YJIbTaTe MIPOUCXOINT IEPEXO0/I B TIIFOKO3bI HAa TPHAIMIITIIUICPUALL. B
MEYCHW WJICT AKTUBBHBIM JIMIOJM3, W BBIpaOOTKa TpaHCHOPTHHIX (GopMm. M3-3a
BBICOKHX TOTPEOHOCTEH, KOTOPHIC HE YIOBIECTBOPSIOTCS CKOPOCTSIMH BBIpaOoTKH D-
B-runpokcuOyTpara, B KPOBb aKTHBHO ITOCTYIACT alleToareTaT, KOTOPBIH JIETKO
neKkapOoKCHUIMpyeTcs ¢ oOpa3oBaHKMeM aleToHa. BeipaOoTka ameroHa U MpUBOIUT K
MOSIBJICHUIO XapaKTEPHOTO 3araxa u30 pTa OOJbHBIX.

Oxkucnenue 0€IKOB (AMUHOKHUCIIOT)

benku cocTaBisIOT OCHOBHYIO MAaccy OPraHMYECKOTO BellecTBa B OOJBIIMHCTBE
opranu3moB. Kak paccMarpuBanioch paHee O€IKHM — 3TO OCHOBHBIE COCAUHEHUS
opranu3ma, oOecrneuuBaromye OOJBIMMHCTBO (YHKIMNA opraHuzma. HacToibko
(YHKIMOHAIBHO 3HAUMMBIA KJacC COEIMHEHHUNH HE MOXKET HCIOJb30BaThbCA Kak
OOBIYHBIN UCTOYHUK dHEpTUHU. KpoMe TOro MOHOMEpHI OEITKOB 3TO aMHUHOKHUCIIOTHI,
OHM CJIMIIKOM CJIO)KHO CHUHTE3UPYIOTCS, M 3TO TpeOyeT OOJIbIIMX 3aTpaT dHEPTruH,
KpOME TOr0 4YacTh AMHUHOKHUCJIOT HE CHUHTE3UPYETCS OpPraHu3MOM (SBJIAIOTCS
HE3aMEHUMBIMH), TO €CTh 3a TAKUMHU aMUHOKHUCJIOTaMU €ILE MPUXOJUTCA MOOErars.
[losToMy Oenku W aMHUHOKHUCIIOTHI HE HCTOJB3YIOTCS Kak MCTOYHUK dHepruu. Ho
HEJb3s CKa3aTh YTO B KIIETKE OENKK CTaOWIbHBI U CYIIECTBYIOT BCE CPOK >ku3HU. Ho
JKU3HB TpeOyeT 0OHOBJICHUS, 0K (HYHKIIMOHUPYIOT (BCE OT pabOThI MJIM BPEMEHH
pa3pylaercs), Io3TOMY HEOXOIUMO OCTOSTHHOE OOHOBJIEHUE OEIKOB. Y 370pOBOTO
B3POCJIOTO YeJIOBEKa 0OHOBJIEHHE OENKOB B HOpME cocTaBisieT 1—2% ot o01ero
KOJIMUecTBa OENIKOB Tella 3a CYTKH M CBA3aHO MPEUMYIIECTBEHHO C Jerpafaruen
MBIIIEYHBIX O€NKOB A0 amuHOkucioT. Ilpu »tom mnpumepHo 75—80%
BBICBOOOIMBIIMXCS aMUHOKHCIJIOT CHOBA MCIOJIb3YETCS B CHUHTE3€ OENKOB, Tak Kak
AMUHOKHUCJIOTHI CJIMIIIKOM IIEHHBIM pecypc MO MpUYMHAM YKa3aHHBIM BBIIIIC.
OcraBiasics 4acTh METaOOJIU3UPYETCS 10 KOHEUHBIX IPOJTYKTOB a30TUCTOTO 0OMEHA,
yAATSIEMBIX U3 OpraHu3Ma, a TaKkKe MPeBpallacTCs B TIIIOKO3Y, KETOHBI U (WIIN)
yriekuciibii ra3. CyrouHas aerpananus 6enkoB coctasisieT 30—40 r. [lockosbky
npumepHo 16% wMaccel Oenka MPUXOIUTCA Ha a30T, CYTOYHBIE MOTEPU a30Ta
COCTaBJISIFOT 5—7 . [ moanep» anusi HOPMaJIbHOTO CTAallMOHAPHOTO COCTOSTHUS
B3pOCJIbI OpraHu3M HyXkjaaercs B notpedseHun B cpeaHeMm 30—o60 r Oenka wiu
HKBUBAJIEHTHOI'O KOJIMYECTBA AMMHOKHCIOT; MPHU 3TOM BaXHOE 3HAUEHHE HMEET
KayecTBO Oenka. B manHOM ciydae peub HAET O COOTBETCTBUHM COJEpPKaHUS
HE3aMEHUMBbIX aMUHOKHCJIOT B MUIIEBOM O€JIKEe COAEPKAaHUIO UX B CUHTE3UPYEMBIX
Oenkax. He3aBUCHMMO OT UCTOYHHMKA AMUHOKHUCJIOT BCE T€ aMUHOKHUCIIOTBI, KOTOPbHIE
cpa3y e He BXOJSAT B COCTaB HOBOTO OeJka, ObICTPO pachajaroTcs, T. €. H30BITOK
AMMHOKHCJOT He 3amacaercsi. ClriefoBaTenbHO, U3JUINHEE MOTpEOICHUE
AMUHOKHUCJIOT O€CIOJIEe3HO: XOTA M30bITOUHbIE AMUHOKHUCIIOTHI TOJABEPTalOTCS
KaTabOJIM3MY C BBIJIECIIEHUEM DHEPTUH, 3Ty PyHKLHIO 00Jee 3(P(PEKTUBHO BBITIOIHSIOT



yraeBoAbl M JUNUAbl. VIMEHHO MO3TOMY MOTpedsieHue M30BITOYHOTO KOJUYECTBA
Oeyika HEe MPUBOJUT K YBEIUYEHUIO OMOMAacChl, @ HAOOOPOT BO3MOXKHO HapylIeHUE
0OMEHa BEILECTB U YBEIWYEHUE HArpy3KH Ha OpraHbl BBIACICHHS, IPU YEM BBIXOJ]
SHEPTUM OYJET COOTBETCTBOBATH 3aTpaTam.

JUis  omnucaHuss MerabojauM3Ma a3oTa B JAUETOJIOTMM WU MEAMIMHE IIHUPOKO
HCIOJIb3YETCS DAl TEPMUHOB. A30THCTBIM 0ajlaHC O3HAYACT Pa3HOCTb MEXIY
O0ILIMM KOJMYECTBOM a30Ta, MOCTYIUBIIMM B OPTraHU3M ueJoBeKa (WM JIpyrou
OpraHu3M), 1 00IIMM KOJIMYECTBOM IKCKpeTHpyeMoro azota. Eciu a3oTa mocTtymnaer
OoJblle, 4YE€M OKCKpETUpyeTcs, TOBOpAT, 4YTO JaHHbI WHAMBUIAYYM HMeEET
MOJIOKUTEJbHBIA a30THCTBIN OajiaHc. BaxHbpie npumepsl: nepuoa pocTta U
OEpEeMEHHOCTH; A30TUCTHIM OaJaHC MOJOXKUTENEH KAaK y 3J0pOBOTO PACTYIIETO
pebeHka, Tak ¥ y 3I0pOBOM OepeMeHHOU >KeHIMHBI. B3pocibiii uenoBek B HOpME
HAaXOJUTCS B COCTOSHUA Aa30THCTOI0 PpPaBHOBecHsi: TMOTpeOJieHHE a3oTa
YpaBHOBEILIMBAETCSl €ro BBbIJEIEHUEM B cocTaBe (pekanuii u Moud. B coctossHUM
OTPMLATEJBHOI0 Aa30THCTOr0 0OajlaHCA KOJMYECTBO BBIACISIEMOIO a30Ta
NPEBBILIAET KOJMYECTBO a30Ta, MOTPEOIIEMOTro OpraHu3MoM. BakHbIM puMepoM
CIykaT OoJbHBIC, MOTPEOJIAIONIME HEJOCTATOUYHOE KOJUYECTBO a30Ta C MUIICH
(HarpuMmep, TpU  KBAIIMOP-KOPE); TaKO€ KE COCTOSHHME HaOMOJaeTcs MpH
nporpeccupyromux opMax paka u B psiJie ClIy4aeB B MOCICONEPAIIIOHHOM MIEPHUO/IE.

OkwuciieHne aMHUHOKHUCIIOT MOJKHO pa3JeliuTh Ha JBa OCHOBHBIX HaIlpaBJICHUS
OKHCJICHWE aMUHOTPYMIbl (3TO OTAEIBHBIA TPOIECC, CBSI3aHHBIA C TEM, YTO
OKHUCJICHHE a30TCOJIepKAIlMX TPYII HE CBSA3aHO CO CTAaHAAPTHBIMHU MPOLECCaMU
OKUCJICHUS TOJIBKO YIJIEPOJCOASKAIMX COCTMHEHU) U OKHUCJICHUE YIJIepOJIHOTO
CKeJieTa aMUHOKHUCIIOT (B JAHHOM CJIydae BCE COOTBETCTBYET CTaHIAPTHBIM dTaram
adpoOHOTO OKUCJICHUA: TMEPBBIM dTam — okucieHue g0 anetwi-CoA wm
MPOMEKYTOUHBIX MPOJYKTOB IHMKIA TPUKAPOOHOBBIX KHUCJIOT, BTOPOM ATam —
OKOHYATEIhHOE OKHCJICHHE JI0 YTJICKHCJIOrO Ta3a B IMKJIC TPUKAOOHOBBIX KHCIIOT,
TpPETHl ATall — OKHUCIHUTETbHOE (hoCchOopennpoOBaHHE).

Tak kak OKHCJICHHE aMHHOTPYIIIBI 3TO MOYKHO CKa3aTh HOBBIM 3Tall B U3YyYCHHUH
OMOXMMHUH TTOATOMY HEOOXOMMO PACCMOTPETh B MEPBYIO OUEPE/b.

OkucneHre aMMHOTPYIIIbI

OxmuciieHue AMHUHOTI'PYIIIIBI COCTOUT M3 HECCKOJIbKHX 3TAIlOB, IIPH YEM B 3aBUCHMMOCTHU
OT oOpraHu3Ma IOCJIICAOBATCIIbLHOCTL M IIOJIHOTA BCCX JTAllOB MOXKCT CHIIBHO
BapbHUpOBaATb, HO B O6H1€M OKHUCJICHUC MOJKHO pa3AC/InTh HAa YCTBIPC STallad:

1. IlepeamuHMpOBaHUE .

2. OKHCIUTENbHOE J€3aMUHUPOBAHNE.

3. TpancnopT amMmmHaka .

4. Yrtunuzamus aMMHaKa.
[lepeaMuHUPOBAHUE M OKHUCIUTEILHOE JE€3aMUHUPOBAHUE XapaKTEPHBI I BCEX
KUBBIX OPraHu3MoB. O JTHOKIETOUHBIE MPOKAPUOTHI U IYKAPUOTHI UMEIOT TOJIBKO 3TH
nBa 3Tana. OHU BBIJETISIOT aMMHAK B CPEy.



Tperuii sTan (UM TpaHCTIOPT aMMHaKa) XapaKTepeH ISl BCEX MHOTOKIETOYHBIX
OPTaHU3MOB, Y KOTOPBIX KUAKOCTH TPAHCTIOPTUPYIOT AMMHAK K OpraHam BbIJEICHNUS.

Ilo TUITY YTUIN3allU dMMHUAKaA BBIACIEAIOT TPU I'PYIIIIBI OPTaHU3MOB.

AMMOHUNTEIUIMYECKHUE — BBIACIISIIOT aMMHAaK B BHJE COJICH aMMOHHS, TO €CTh
JETOKCHUKAIIMSA aMMHaKa JUIA 3TUX OpPTraHW3MOB HE xapakTepHa. K HHMM OTHOCATCS
pacTeHus, BOJIHbIC )KUBOTHBIC, B TOM YHCJIE KOCTUCTBIC PHIOBI U aM(puOum.

YpukoTemmyeckue — B BHUJE MOYEBOW KHCJIOThl. AMMHUAK MEPEBOJUTCS B
HETOKCHUYHOE MaJIOPACTBOPUMOE coenuHeHne. K 3Tum opranm3sMaM OTHOCAT IITHII,
penTIINii, HACEKOMBIX U TTAYKOOOpa3HbBIX.

VYpeoremnnueckue — B BUJE MOYEBHHbl. K HUM OTHOCST MJEKOMMTAIOIIMX U
XpaueBbIX pbIO.

Teneps HEOOXOIUMO pacCMOTPETh KX bl 3Tan 0oJjee oApOoOHO.

I[lepeamunupoBanue

[lepeamunupoBaHue, KaTaJlM3upyemMoe dbepmenTaMu TPaHCAMHHA3aMHU
(amuHoTpaHcdepazamm), TpenCTaBIsIET COOOW B3aMMOTMPEBpAIICHUE AP
AMHHOKHCJIIOT U TIApbI KETOKUCIOT. OOBIYHO 3TO 0.-aMUHOKHUCIIOTHI U 0-KETOKHUCIIOTHI.

[Mupunoxcanbdocdar sipnsiercss o0s3aTeNbHBIM KOMIIOHEHTOM aKTUBHOTO IIEHTpA
TpaHCaMUHAa3 W MHOTHX JPYyrux (epMEeHTOB, I KOTOPBIX CyOCTpaTaMu CIyXat
aAMHHOKHCIIOTEI. Bo Bcex mupumokcanbpochar3aBUCUMBIX PEAKIUIX aMUHOKHCIIOT
HaYaIbHOU CTAJUEH SBISIETCS 00pa30BaHUE CBS3aHHOTO C JePMEHTOM MHTEpMEIuara
— umgpoBa ocHOBaHusA. IHTepMenuaT cTaOMIIM3UPYETCs IMMyTeM B3aUMOICHCTBUS C
KaTHOHHOM 00JacThi0 aKTUBHOTO IIEHTpa; Jajgee OH IepecTpauBaeTcsi ¢
0CBOOOXXICHUEM KETOKHUCJOTHI M 00pa30BaHWEM CBS3aHHOTO C (epMeHTOM
nupunokcamuadocdara. CpsizanHas amuHOPopMa Ko(epMEHTa MOXKET 3aTeM
B3aMMO/IEHCTBOBATh C KETOKUCIIOTOM, 00pa3ys aHamounyHoe mmddoBo ocHOBaHUE.
COOTBETCTBEHHO  TpoIlecC  Mpoucxoaut B  oOpatHom  mopsake. C
nepugokcaMruaopocdaroM B3aMMOJCHCTBYET KETOKHCIIOTAa, M O0O0pa30BaBIIICeCS
mm@@PoBo OCHOBaHME CTAOWUIM3UPYETCS MOXKHO CKa3aThb B OOpaTHOM MOpSIKE, B
pe3ynbTare TUApPOJIM3a aMUHOKHCIOTA BBICBOOOXKIAETCsS, a mepuiokcaibdocdar
BOCCTaHABJIMBACTCA I JajdbHEHIMX peakiuid. Takum oOpa3zoM, B mporiecce
NepeaMUHUPOBAHUS KO(DEPMEHT BBITTOIHICT (PYHKIIMIO IMEPEHOCYNKA aMUHOT P YIIIIEI.
[TockoybKy KOHCTaHTa paBHOBECHS Il OOJBIIMHCTBA PEAKIUI IepeaMUHUPOBAHNS
OJM3Ka K eIWHHMIIE, TIEpeaMUHUPOBAHUE SIBISIETCS JISTKO OOpaTUMBIM TPOIIECCOM.
DT0 MO3BOJIAET TpaHCAMHUHA3aM (PYHKIIMOHUPOBATH U B MpOILIeccax KaTaboam3Ma, 1 B
mpoleccax ~ OMOCHMHTE3a  aMHHOKHCIOT. [IpocTeTmdyeckol  Tpymmod  Bcex
amuHoTpaHc(epas  cayxut  nupuaokcambpochar  (IUID),  sBusronmiics
IPOU3BOAHBIM NHPHUIOKCUHA (BUTaMuHa Bg). B mpouecce TpancamuHupoBaHus

MIPOUCXOUT BPEMEHHOE MIpeBpaICHUE nupugokcanbdocdara B
nupuaokcamunpochar (IIMO).
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PucyHok 26: A-cxema peakuumn UpHAOKCaTb(GochaToM
nepeaManpOBaHnﬂ;B - CX€Ma pCaKIuu ¢ OCTAETCSl MPOYHO CBSI3aHHBIM
nepeaokcaibpocharom C bepmenToM

HEKOBAJICHTHBIMHU CBS3sIMH. DTO HmdPoBo ocHoBaHue M mmMpE(OBO OCHOBaHHE
MEXTy TUpHIOKCATh(GOoC(HaTOM U JIM3UHOM aKTUBHOTO IIEHTPa MPECTABISIIOT OO0
abIUMUHBI B X0/1€ KaTtanu3a u3MEeHsIeTCs TOJI0KEHUEe JIBOMHOM CBsI3U B MG (HOBOM
OCHOBaHMU MEXKIYy aMHUHOKHCIOTOM M mupuaokcambpocharom u obOpazyercs
KETUMUH, KOTOPBIM jajiee TUApOIM3yeTCs Ha mnupujpokcamuHpocdar u o-
OKCOKHCIIOTY. MexaHu3M peakuuu, TnpeioxkeH OcmoHaoMm CHewioM W
AnekcannpoMm bpayHmreitHOM. JIM3MH aKTMBHOIO LIEHTpa WM APYyras OCHOBHAas
Ipynna, 3aHUMAaoIas COOTBETCTBYIOLIEE IOJOXKEHHUE, BEPOSATHO, OOJeryaer
IpeBpalieHue aibJUMHUHA B KETUMHUH, BBITIONHIS (DYHKUMIO yJIaBIMBATENA
AJIGKTPOHOB. BTOpas mMmojoBUHA CyMMapHOW peakIMd COCTOUT B OOpaIieHUu
BBIIICYKAa3aHHOTO MTyTH. BTOpas 0-0KCOKHUCIIOTa pearupyer ¢ KOMILIEKCOM (epMEHT -
nupugokcamuadocdar (E-IIMD), dyto mnpuBOAUT K O0Opa3OBaHUIO BTOPOM
AMUHOKUCJIOTHI M pEreHepUpPOBaHUIO KOMILIEKca (pepMeHT - mupunokcanbdocdar (E-
[JI®). Karamutuueckoe MHOrooopasue (epMEeHTOB, COJAEpIKallMX B KauecTBe
IPOCTETUUECKOU MPYIIBI MUpHUAOKcanbdocdar, 3amedaresibHo. TpaHncaMuHUpOBaHNE
- KaK pa3 OJIHO W3 MHOTHUX MPEBpaIICHUH aMHUHOKHUCIIOT, KaTAITM3UPYEMBIX 3THMU
dbepmenTamu. Jlpyrue peakiuu ¢ y4acTHEM O-yrJIEPOJHOTO aTroMa aMHUHOKHCIIOT
MPE/ICTaBJICHBI nporeccaMu  JIeKapOOKCUIMPOBAHMUS, JI€3aMUHUPOBAHUS,
paleMu3alyy U allbJ0JIbHOTO pacileryieHusi. Bee 3TH peakiuy UMEIOT CleIyroIue
ob6mme yepThl. Bo-miepBhIX, Mpouncxoaut oOpazoBanue mmpOoBa OCHOBAHHUSI MEXKITY
AMUHOKHCJIOTHBIM CyOCTpaToM (aMHUHHBIA KOMIIOHEHT) M MHpHaoKcaib(ocdarom



(kapOOHUIBHBIN KOMITOHEHT). Bo-BTophix, IIJI® neiicTByeT Kak yiIaBIMBaTElb
AIIEKTPOHOB, CTAOMIIM3UPYS OTPUIATEIHHO 3apIKECHHBIC TIPOMEKYTOUHBIE TIPOTYKTHI
KaTaIMTHIEeCKOTO mporecca. A30T B KoJiblle TIJIM «mpuTsIruBacT» 3JIEKTPOHBI U3
aMUHOKHCJIOTHOTO cyOctpara. HMubimMu crmoBamm, I[IJI® mpeacrtaBimser coOoro
AMEKTPOPMIBHBIN KaTtanmu3arop. B-tperbux, oopa3zoBasieecs mudpGoBO 0CHOBAHNE
Jajee MoABEPraeTCs TUAPOIIU3y.

B GonbpmmHCTBE TKaHeH MIIEKOMUTAIOIIMX WMEIOTCS JIB€ TpaHCAMHHA3bl: aJlaHWH-
nupyBaT—TpaHCaMUHa3a  (aJJaHMHOBasi  TPaHCAMUHAa3a) U [JIyTamar-o-
KeTOoIIyTapaT—TpaHCcaMuHa3a (rJyraMaT-TpaHcamMuHa3za). OHHM KaTaIu3UpPYIOT
MEPEHOC aMUHOTPYII OT OOJILIIMHCTBA AaMUHOKUCJIOT ¢ 0Opa3oBaHUEM aJlaHuHA (U3
nupyBara) WM riayramara (U3 o-keTorjiyrapara). /[Be = Ha3BaHHbIE
aMHHOTpaHC(epa3bl HUrpaloT pojb CBOETO pPOJa «BOPOHOK», HAMpPaBJISIOMINX
AMHHOTPYIIBl OT PAa3JMYHBIX aMUHOKHCJIOT B TJyTamar Uil MOCJEAYIOUIEro
npespateHus B NHy.

Kaxnas tpancamunaza crnenupuyHa K OnpeeleHHbIM MapaM aMUHO - U KETOKUCJIOT.
[lockonbKy ajlaHMH MOKET CIIYKUTh TaKKe CyOCTpaToM TIIyTaMaTTpaHCaMUHA3bI,
AMUHHBIA a30T BCEX AMUHOKHUCJIOT, YYacTBYIOIIMX B MEPEaMUHUPOBAHUH, MOXKET
NEPEXOUTh B COCTAB IIyTaMara. DTO OYEHb BaXHO, Tak Kak L-riyramar siBiasiercst
e/IHHCTBEHHOI aMMHOKHCJIOTOH B TKAHAX MJIEKONUTAIOIIUX, KOTOPasi MOKeT C
CYILIECTBEHHOU CKOPOCTHIO MOABEPraTbCsi OKMCJIUTEIHbHOMY 1€3AaMUHUPOBAHUIO.
Takum oOpa3om, npu oOpazoBaHMM CBOOOJHOTO aMMMaKa U3 O-aMUHOTPYII
AMMHOKUCJIOT OH MEpPEXOJUT TJaBHBIM 00pa3oM B COCTAaB O-aMHUHOTPYMIbI L-
riyTamara.

BoJIbIIMHCTBO aMUHOKHUCIIOT (HO HE BCE) SIBISIOTCSA CyOCTparaMH TpaHCaMUHA3.
HckimoueHne coCTaBISIOT JIM3UH, TPEOHUH U UKINY€CKUE UMUHOKUCIIOTHI ITPOJIMH U
rUAPOKCUIIposvH. [lepeaMuHrpOBaHNEe HE OTPAHUYEHO TOJIBKO OL-aMHHOIPYIIIAMHU.
Jlerxo BCTymaeT B pEaKIMIO TaKKe 0-aMUHOTPYIINIa OPHUTHHA (HO HE €-aMUHOTPYIITIA
JIM3WHA), IPU 3TOM 00pazyercs riyramar -y-moJiyaibAeTu/Il.

OTan nepeaMMHUPOBAHUS HANpaBlI€H Ha MEPEHOC aMUHOTPYHHO CO BCeX
aMHHOKUCIIOT (a TouHee 20 OEeMKOBBIX M MHOECTBA HEOENKOBBIX), Ha MHUPYBAT C
oOpa3oBaHMEM alaHWHA M B KOHEYHOM CUYETE Ha O.-KETOTJIyTapar ¢ o0pa3zoBaHHEM
riyramata. Takum o00pa3oM Bce AaMHUHOTPYMNbl MEPEMENIAlOTCs Ha OJHY
KETOKHUCJIOTY, U 00pa3yercst TOJbKO OJIHa aMUHOKHUCJIOTa (M 3TO TiyTamar), KoTopast
3aTeM M OyJeT TOJABEPrarbCs CIEAYIOLIEMY JTally WIA OKUCIUTEIbHOMY
ne3aMupoBaHri0. To ecTh B MECTO MHOXXECTBa (DEPMEHTOB OKHCIUTEIHHOTO
J€3aMUHUPOBAHUS UCTIOJB3YETCS TOJIBKO OJIMH, YTO 00JIe€ BBITOJJTHO, UMEHHO B 3TOM
NEPEHOCE HA OJIUH CYOCTpaT M 3aKJII0YAETCs OCHOBHOW MPUHIUI U OCHOBHAS CYTh
JTana rnepeaMuHUp OBaHUS.

OxkucaurteabHOE A€3aMMHHUPOBAHUC



AMUHOTPYNTIBI  OOJBIIMHCTBA AMUHOKUCIOT B  KOHEYHOM HTOTe IyTeM
NepeaMUHUPOBAHUSL TIEPEHOCATCS Ha O-KETOIIyTapaT ¢ oOpa3oBaHUEM IIyTaMara.
OcB0OOXKIEHNE a30Ta AMUHOTPYIINBI TIyTamaTa B BUJI€ aMMHaKa Kartaimusupyercs L-

rjayraMaTiaeruporeHa3oii — (epMEHTOM C BBICOKOM aKTHBHOCTBIO, IMHMPOKO
0 -
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Pucynok 27: Cxema peakunu OKHCJIUTEIbHOIO 1e3aAMUHMPOBAHUS
pPacIpOCTPAHEHHBIM B TKaHIX MIIeKONUTatONMX. DEepMEHT M03BOHOYHBIX COCTOUT U3
IIECTH WJCHTUYHBIX CYOBEIUHUL], CIOCOOHBIX K JaJlbHEWIIEH NOJMMEpPHU3ALHH.
OcCHOBHasi aKTHUBHOCTh JTOTO (epMeHTa HaOIOAAeTCSI B TICUCHHU, a TOYHEE
BHYTPEHHSISI MUTOXOHJApPHATIbHAs MeMOpaHa MHUTOXOHJPUN KIETOK MEYEHU. DTOT
(depMEeHT OKHUCIIIET MOJIEKYJy IIyTaMmara, B pe3yjibTare o0pa3zyercsi MOJeKylda .-
KETOrIyTapaTa ¥ HOH aMMOHHUs, MapauielbHO IPOUCX0aUT BoccTaHoBaeHre NAD'
10 NADH. V¥V ®&uBOTHBIX JaHHBIM (EepMEHT pabOoTaeT B HANPAaBICHUH OKUCIICHUS U
NAD saBnsercst xodepmeHTOM. Y pacteHuil L-rmyramar-geruaporenasa MOXKeET
JIENCTBOBaTh B 00OMX HampaBiieHUAX. B cilydae OKHUCIEHHUS MPOILIECC CXOJEH C
TaKOBBIM Y JKMBOTHBIX. [IpM BOCCTaHOBHTEIHHOM HAMpaBICHHH HOH aMMOHHMS
BBOJIUTCS B MOJIEKYJIy O-KE€TOTJIyTapara, B pe3yjibTare oOpa3yercs TiyTamar, B
KayecTBe JOHOpa 3JeKTpoHOB ucnoib3yercs NADPH, xoTopslil okucisercs 10
NADP*. Bosee noapoOHO naHHas mpobiema OyaeT pacCMOTpPEHa HIKE B pasjielie
«AHA00IM3MY.

['myramaraeruaporeHasa IE€YEHU SIBIAETCS PEryJsTOPHBIM  (EpMEHTOM; €€
aKTUBHOCTb MHIMOUpYyeETCs auiocTepuueckumu dpdexkramu, Takumu, kak ATO, ['TO

u NADH, u ctumymupyercss AP u I'/I®. Ha akTMBHOCTB IiTyTaMaTAEruApOreHa3pl
BJIMSIIOT HEKOTOPbIE TOPMOHBI.

ITo MUMO OCHOBHOTO mpouecca OKUCIUTCIILbHOTO AC3aMHUHUPOBAHMA C IIOMOIIBIO L-
riryramMar-IACruporcHa3bl €CTh CHIC JOIMMOJHUTCIILHBIC ITPOUCCCHI AC3aMUHHUPOBAHUSA
— 9TO AKTUBHOCTB ACaMHHA3 U IMPAMOC AC3aMHUHHUPOBAHUC CCPHUHA U TPCOHHHA.

AKTHBHO CThb OKCHMIa3 aMHHOKH CJIOT

B nedyenun u nmoykax MIEKOTUTAIOIMIMX UMEIOTCA OKCUAa3bl L- U -aMHUHOKHUCIIOT; 3TU
OKCHAa3bl UMEIOTCS U Y MHOTHX JIPYTUX )KUBOTHBIX 1 MUKPOOpPranu3mMoB. OIHaKo He
BIIOJIHE SICHO, KaKyl0 (PM3MOJIOTHYECKYIO (DYHKIIMIO BBITOJHSIOT okcuaassl L- u D-
AMUHOKHCJIOT B TKaHAX MJIEKOTIUTAFOLIHX.



Okcuaa3sl aMHHOKHUCIIOT SBIITIOTCS ABTOOKHCJAsieMbIMH (pJ1aBONPOTEMHAMM, T.C.
BoccraHoBieHHble FMN
nm FAD oxucnarorcs

HiN—¢ H—C—0" okcngaza Hah=( H—C—0" HETIOCPEACTBEHHO
Lod AMHHOKHCNOT Lol MOJIEKYJIIPHBIM

@ AMHHOKNCIOTA " "™ @-HMMHOKHCAOTA KHCJIOPOJOM (6e3
(pnagun  pnaeun H,  H,0 y4acThs LIMTOXPOMOB M

\__,/ APYTUX IIEPEHOCUUKOB
3JIEKTPOHOB C
KaTanazia /r—\ TP )

HyOs 0, NH oOpa3zoBaHueM
TIEPEKUCHU BOJOpOJIa

O=t|:_c_ﬂ- (H209). ToxkcuuHbIN

|
R O

- ketokncnora IPOAYKT HpOp  nmanee

pacuierusiercss Ha O9 u

H,0 H20O KaTaja3ou,

PucyHok 28: Cxema peakuuii ¢ yuacTueM OKcHaa3 IITUPOKO
AMHHOKHCJIOT pacmpoCTpaHEeHHOW B
TKaHSIX (ocobGeHHo

MHOTO €€ B neueHH). B oTcyTcTBHE KaTana3zbl 00pa3zyroniascs o-KeTOKHCIOTa MOXKET
IE€KapOOKCUIMPOBATHCS HE(PEPMEHTATUBHBIM ITyTeM Iepekuchbio Bogopoaa (HoO9) ¢

oOpa3oBaHreM KapOOHOBOW KHCJIOTHI, MMEIOIIEH Ha OJIMH aTOM yTJepoJia MEHBIIIE.
Brpouem, mpencTaBisercsi MaJoOBEPOSTHBIM, YTOOBI TaKO€ JIEKapOOKCHIMPOBAHHE
Urpajio KaKyr-TO POJIb B MHTAKTHBIX TKaHSIX YEIOBEKa.

B peaknusix, Karaau3upyeMbIX OKCUAA3aMU aMUHOKHCIIOT, CHaudajga MPOUCXOJIUT
JAETUAPOTEHUPOBAHUE TIPU ydacTHH (PIaBONPOTEUMHOBON OKCHUIA3bl, MPUBOSIIEE K
00pa3oBaHUI0 O-UMUHOKHUCIOTHL. [locienusiss HedhepMEHTAaTHUBHO NPUCOEIUHSET
MOJIEKYJTy BOJIbI M IPEBPAIIAETCSA B COOTBETCTBYIOUIYIO 0O, ~KETOKUCIIOTY C IOTEPEN 0L~
AMUHHOTO a30Ta B BUJI€ NOHA aMMOHHSI.

Oxkcunaza L-ammnaokuciot, seistomasicss FMN-conepxamum ¢raBonpoTenHOM, Y
OOJILIIMHCTBA MJICKOMUTAIONIMX HAXOJUTCA TOJBKO B TMOYkax W medeHu. Ee
aKTUBHOCTh BEChMa HU3Ka, a Ha TJIMIHH, L-n30Mepbl TMKapOOHOBHIX aMUHOKUCIIOT U
B-ruapOKCH-0-aMUHOKUCJIOT OHa BOooOIe He jaeicTByer. ExBa mu 3T1oT (pepmeHt
UTPaeT CYIIECTBEHHYIO POJIb B KaTa00IM3Me aMUHOKHUCIIOT Y MJIEKOTIUTAIOIIHX.

Okcungaza D-aMHHOKHCIIOT Yy MJICKOINMTAIOMMX MpencTaBiasier coboir FAD-
coJiep Kallun (naBonpoTENH, obJsagaronmn LIMPOKOM cyOcTpaTtHOH
crnenuPUUHOCThI0, (epMEHT OOHapyXeH B TMEUEHU M TMOYKaxX OOJILIIMHCTBA
MiekomnuTaronmx. D-acmaparud m D-rimyramMuH He OKHCIISIOTCS 3TUM (pepMeHTOM, a
IMOAH 1 D-M30Mephl KHUCIIBIX W OCHOBHBIX AMHUHOKHCIIOT SIBJISIOTCS TIOXUMH
cyoctpatamu. dusmosiornueckoe 3HaYE€HHUE ATOTO (epMEHTa Y MIICKOMUTAOUIIX
HEU3BECTHO.



IIpsiMmoe 1e3aMUHUPOBAHHE CEPHHA U TPEOHHHA
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Pucynok 29: Cxema peakuuii npsiMmoro npsiMoro ie3aMHHMPOBAHUS CEPUHA U

TPEOHHMHA
NH4, motomy 4TOo B OOKOBOM LENM KaXIOH M3 3TUX AMHHOKHUCIOT HMEETCS

TUAPOKCUIIbHAS TPYIIIA. DTH PEAKLIUU IIPSMOTO JI€3aMUHUPOBAHUS KaTAUTU3UPYIOTCS
CEepUH-AEruAPATA30d ¥ TPEOHUH-AETrUAPATA30i, MNPOCTETUYECKOM TPYIION
KOTOPBIX  CIYKUT mnepupgokcaibocdar. VYkazanHole (EpMEHTHI Ha3BaHBI
Jeruapara3aMy, OHA OTHOCATCS K KJIACCY JIMA3, MOCKOJbKY B KaTAIM3UPYEMbBIX UMU
peaKkuMsIX JE€3aMUHHUPOBAHUIO MpEAIIECTBYET neruaparanus. CepuH TepseT aroM
BOJIOpOJa TMpPHU O-YyIJEpojie M TUAPOKCUIBHYIO TpyOmy Mpu [-yriepone c
o0pa3oBaHMEM aMUHOAKpWIaTa. JDTO HECTOMKOe coenumHeHue pearupyer ¢ HoO,

JaBasi MUpyBaT 1 NH4+

Tpancnmopr amMuaka

AMMHBaK IBISIETCS TOKCHYHBIM COCIHUHCHUCM. MexaHu3M TOKCHUYECKOTO I[GflCTBH?I HC
COBCEM SCCH.

CumntoMaMd aMMHAYHOTO OTPABJEHHS SBJSIIOTCS CBOEOOpa3HBIM Tpemop,
HEWICHOPA3JE/IbHAs pedYb, 3aTyMaHWBAHWE 3pEHUS M, B TSKENBIX CIydasx,
KOMaTO3HOE COCTOSIHME W JIeTalbHbIM ucxon. Hambonee omaceH ammuak aiis
OpPraHU3MOB B PAa3BUTOM LEHTPAIBHOM HEPBHOM CHUCTEMOM. ODTO CBS3aHO C
BO3/ICIICTBUEM aMMHUaKa Ha HEPBHYIO CUCTEMY, KCTAaTH HA 3TO YKa3bIBAalOT CUMIITOMBI.
[ToaTroMy TpancmopTHas ¢dopma amMMmuaka SIBISIETCS OYEHb BaXHOW. B ciydae
AMMOHUUTEIUTMYECKUX OPTraHU3MOB BIIMSIHUE aMMOHHUSI HE OUY€Hb BEJIMKA WM U3-3a



OTCYTCTBHUSI HEPBHOM CHUCTEMBI KaK y pacTEHHM, WIM HM3-3a2 OBICTPOTO YyHaJCHUS
aMMHaKka B BOJIHYIO Cpeny Kak y pel0 u amduOuil, mim uz-3a caaboro pa3BUTUS
HEPBHOW CHUCTEMBl U OBICTPOrO yAaNeHHs aMMMAKa, KaK y BBICIIMX BOJHBIX
0EeCTI0O3BOHOYHBIX BPOJI€ MOJUTIOCKOB U pakooOpa3HbIX. M3 Bcero 3Toro Mo>KHO
3aKJIIOYUTh, YTO AMMOHHUUTEIUIMUYECKHUE OPTaHU3Mbl HE HMEIOT CcHenu(uuecKon
TpaHCTIOPTHOW (OPMBI aMMHUaKa, TPAHCIOPT MJET B BHJIE HMOHOB aMMOHHUA. Y
YPUKOTEIUIMYECKUX M YPEOTEIUIMYECKUX OPraHU3MOB JIOJDKHAa ObITh Oe30macHast
TpaHcmopTHas ¢opMa aMMuaka. Y MIIEKOTIMTAIOIIMX MPOIINE BCEro OCYIIECTBISATH
TpaHCTIOPT B BUE NiIyTamata. [ myramar — 310 0e3omacHasi aMUHOKHUCIIOTa, KOTOpast
oOpa3zyercst B pe3ylbTare NepeaMUHUPOBAHUS, 3aTE€M TPAHCIIOPTUPYETCS B KIETKU
MEYEHU, U YXKE TaM MPOUCXOAUT OKHUCIMTEIbHOE JI€3aMUHUPOBAHHME, U 3aTEM
J€3aKThBalMg amMMuaka. Ho aKkTMBHOCTh OKCH[Aa3-aMUHOKHUCJIIOT, JEruaparas,
HEMOCPEACTBEHHO JI€3aMUHHUPYIOIMX CEPUH U TPEOHMH, a TaKkKe aKTUBHOCTH
MUKPO(QIIOpHI KUILIEUHUKA TPUBOASAT K MOCTYIUIEHUIO aMMHUaKa B KPOBEHOCHOE PYCJIO.
JIist mpeloTBpAaILeHHs MOCTYIJIEHUSI CBOOOIHOTO aMMOHUS B TKAHEBbBIE )KUJKOCTH U
KpOBB HEOOX0AMMa €IIIe OJJHa TpaHCITopTHas popma. BTopoii TpancmopTHOM hopmoi
SABJIACTCS TJTyTaMUH. O6pazoBanue rJIyTaMyHa KaTaJu3upyeTcs
IJIYyTAMUHCHHTETA30 — MUTOXOHAPHUAIBHBIM (EPMEHTOM, MPUCYTCTBYIOLIUM B
OOJIIIMX KOJMYECTBaX B TKaHUM nouek. CUHTE3 aMUIHOM CBS3M TJIyTaMHHA
OCYILECTBIISIETCS] 3a CUET THAPOJM3a OJHOTO 3KBUBaieHTa AT® ¢ oOpazoBaHHeM
AD® u Ou. PaBHOBecHe 3TOW peaklMu CMEIIEHO B HANpaBJICHUU CUHTE3a
rilyraMuHa. ['myTaMuH Kak TpaHcrnopTHas opma yao0eH ¢ AByX CTOpOH. Bo-nepBbix
TPAHCHIOPT JBYX MOJIEKYJI BMECTO OJHOM, IIPY YEM BTOpas aMUHOIPYIIA OCTYIAET
HE U3 aMHUHOKHUCJIOTHI IPH TIepEaMUHUPOBAHNH, @ U3 CBOOOTHOTO NOHA aMMOHHSI, 9TO
BaXHO JJIsI y1aJIeHHus: CBOOOJHOr0 aMMuaka. Bo-BTOpBIX pU pacUICIJICHUH B MIEYEHU
0o0Opa3oBBIBAJICS  TJIyTamaT,  JIETKO  MOJABEPTAIOIIMHCA  OKUCIUTEIbHOMY
ne3aMuHupoBaHuto. OcCBOOOXKIEHHE aMUAHOTO a30Ta IIIyTaMUHA B BHUJE aMMHaKa
MPOUCXOJIUT MYTEM THUAPOJUTUYECKOTO OTIICTUICHUS aMMHaKa, KaTau3UpyeMOTO
rJIyTaMMHA30M. | JlyTaMuHa3Has peakius B OTIMYME OT PEAKLUU, KaTATU3UPyEeMOM
[IyTaMUHCHUHTETa30M, MPOTEKaeT 0€3 y4yacTus aJCHUHOBBIX HYKICOTHUAOB U CUIIbHO
CIABHHYTa B CTOPOHY 0Opa3oBaHHUs TJyTamara, B HApaBJICHUU CUHTE3a TIIyTaMHUHA
OHa HE OcCyIlIecTBIsieTcsA. Tperhs TpaHcmopTHas dopma aMmmuaka — acmaprar. C
OJIHOM CTOPOHBI 3TO HE COBCEM JIOTMYHO, TaK KaK acrapTar SIBJIsieTCs OaHabHBIM
cyOCTpaTroM NepeaMrHUPOBAaHUS U HE MOXKET OBITh CyOCTPATOM JIJISl OKUCJIUTEIbHOTO
nezamuHupoBanusi. C Apyroil CTOPOHBI acmapTar SIBISETCS CyOCTpaToM B LIMKIIE
MOYEBHHBI, TO €CTh B MPOLIECCE YTWIM3AIMK aMMHaKa, COOTBETCTBEHHO aMMHUaK
MOYKET TIoCTymnarb W B 3ToW ¢opme. HakoHen mocnemaHsis TpaHCIOpTHas (opma
ammuaka — acraparud. OOpa3oBaHMe acnaparviHa OCYIIECTBIIETCS aclaparvH
CHHTa3a, aMUJHOM CBSI3M aclaparvHa OCYLIECTBIIIETCS 3a CUET TMAPOJIM3a OJHOTO
skBuBajieHTa AT® c obOpazoBanmem AD®D u ®H. Acmaparud ¢ OJHOW CTOPOHBI
NEPEHOCUT AMHUHOTPYIIY MCIOJIb3YEMYIO B LIMKJIE MOYEBHUHBI W3 acmaprara, C
APYroMNpOUCXOAUT TPUCOENMHEHWE HMOHAa AaMMHMHMS Kak B CIydyae CHUHTe3a
riyraMmyHa. PacienieHne acraparvia mporUCXOaUT MO IEHCTBUEM acTiapariHas3bl.



Peakiusa, aHamorndnasi ToM, KOTOpas KaTAIM3UPYETCS TIyTAMUHA30M, MPOUCXOINT
Mpu ydyacTuu L-acnmaparmna3spl, IPUCYTCTBYIOIIEH B TKaHIX )KUBOTHBIX, PACTCHUSIX
1 MUKpoopranmsMmax. McciaenoBasiach BO3MOKHOCTh MMPUMEHEHHUS acTlaparuHasbl U
rJIyTaMUHa3bl B KAa4eCTBE IMPOTHUBOOMYXOJIEBBIX areHTOB, MOCKOJIbKY HEKOTOpbIE
OTIYXOJIH TIPOSIBIISIFOT aHOMAJILHO BBICOKYIO TOTPEOHOCTH B TITyTAMHUHE U acriaparuHe.

buocuHTe3 MOYEBHHBI

Y MIEKONMTAIONMX MOYEBHMHA CHHTE3UPYETCS B LHKIE MOYEBUHBI. OTYy
NocJen0BarTeNbHOCTh peakuui noctymupoBaiu ['anc Kpedbe u Kypr ['enzensiit B
1932 r. 3a nTh €T 10 OTKPBITHUS UKJIA TPUKAPOOHOBBIX KUCIOT. [{1KiI MOU€BUHBI, B
CYILIHOCTH, IEPBbIA OOHAPY>KEHHBIN LUKINYECKUI MeTaboanueckuit myTb. OAuH U3
aTOMOB a30Ta MOYEBUHbBI, CHHTE3UPYEMOU B 3TOM LHUKJIIE, MPOUCXOAUT U3 aMMHAKa,
ApPYrol W3 acmaprara. YIVIEpOJAHBIM aroM MoO4YeBUHBI Inpoucxogur u3z CO»2.

HCpCHOC‘II/IKOM 9THUX aTOMOB YIJICPpOJa X a30Ta B UKJIC MOYCBUHEI CIIYKUT OPHHUTHH.
PeaKI_[I/II/I OMOCHHTE3a MOYEBUHBI U COOTBCTCTBYIOIIUC MHTCPMCANATHI IIPCACTABIICHBI
Ha PUCYHKC. B O6paBOBaHPII/I 1 MOJII MOYEBHUHBI Y4aCTBYIOT 1 MOJIb HOHOB aMMOHHMS.

1 Moab nByoKHCH yriepoja (aKTUBUPYEMOM Mgz"' u AT®) u 1 Mmoib 0-aMUHHOTO
a3ota acmaptara. B xoxe cwuHTe3a motpebmsirorcs 3 Mot ATD (2 w3z HuX
npespamatorca B AJ® u ®@u a tpetnit B AM® u ©®), B HEM MOCIEA0BATENBHO
y4acTBYIOT ISITh (PEPMEHTOB, KaTaIU3UPYIONMX peakuun 1—S5. V3 6 aMHUHOKHUCTIOT,
BOBJICKAEMBIX B CUHTE3 MOUY€BUHBI, 0/1Ha (N-aleTuiriyramMar) CiiyHUT akTUBAaTOPOM
OJHOTO U3 (PEpMEHTOB M B XMMHUYECKHUX MPEBpallleHUIX He ydacTByeT. OcTalbHbIE
IATh — acnapTar, apruHWH, OPHUTHH, LUATPYJUIMH W APTUHUHOCYKLWHAT CIYXaT
NepEHOCYMUKAMH aTOMOB, KOTOPBIE B UTOTE 00Pa3yloT MOJIEKYTy MOUeBHHEI. [lepBbie
JIBE€ U3 ATUX aMUHOKHUCJIOT BXOJISIT B COCTAB OEJIKOB, TOT1a KaK TP ApYyrue (OpHUTHH,
UUTPYIMH M apTUHUHOCYKIMHAT) B COCTaB O€IKOB HE BXOJAT. [ aBHOM
METa00JIMUECKON POJBI0 3TUX TPEX MOCIEIHUX aMUHOKHUCIOT Yy MIIEKOTHUTAIOIINX
ABIISIETCSl ydacTue B CUHTe3e¢ MoueBHHbI. OOpaTute BHUMaHUE, YTO 0Opa3oBaHUE
MOYEBUHBI  SBISIETCS  YaCTUYHO  HMKJIHYECKMM mpoueccoM. OpHHUTHH,
Y4aCTBYIOIIMI B peakIuu 2, perenepupyercs B xoje peakiuu 5. Takum oOpa3zom, HU
MOTEPH, HU HAKOIUICHUS! OPHUTHHA, LIUTPYJUIMHA, APTMHUHOCYKIIMHATA U apTMHUHA B
XOJI€ CHHTE3a MOYEBHMHBI HE MPOMCXOJMT; MOTPEOISIIOTCS TOJIHKO HOH aMMOHUS,
CO9, AT® u acnaprar.

Peakuus 1: cunre3 kapoamouiagocdara. KonaeHcanus HOHa aMMOHUS, IByOKUCH
yraepona u ¢ocdara (mocrymnaromero ot AT D), koTopast IpUBOIUT K 00pa30BAHUIO
kapOamowmdocdarta, kKaramuzupyercs kapoamMmousagocharcuHTazo— hepMeHTOM,
HaXOJSIIIUMCSI B MUTOXOHAPHUSAX TICUCHH BCEX YPEOTEIMUYECKUX OPTaHU3MOB,
BKJIIOYas 4enoBeka. OCYIIECTBISIEMBIA B XOJE ATOM PEAKUMHA TUAPOJIU3 JBYX
mosiekyn AT® oGecreduBaeT 3HEprueil 0OpazoBaHUE JABYX KOBAJICHTHBIX CBS3CH:
aMUHOW CBSI3M W aHTHAPHUIHOMN CBSI3M IpHU oOpa3zoBaHuu KapOamousdocdara u3

kapOoHOBOM U hocPopHOU KUCTOT. JIJ1s1 JTaHHOW peakiuu TPEOYIOTCS HOHBI Mgz"', a
TaKkKe JUKapOOHOBas  KWCJIOTa, mpeanoututenbHo  N-amerwnrmyramar. B



NPUCYTCTBUU 3TUX COEAMHEHUN NPOMCXOAST 3HAUMUTENIbHbIE KOH(OpPMAIMOHHBIE
M3MEHEHHUsI CTPYKTYypbl KapOamownidocdarcuHTasbl, B pe3yibTare KOTOPBHIX OJHU

CYIbrUApWIbHBIE  TPYIIBI  AKCIOHUPYIOTCSA, JAPYrM€  ODKPAHUPYIOTCS, W
yBEIMUHUBACTCS CpoACTBO epmenTa K AT .
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Pucynok 30: Cxema peakumii HUKJIa MOY€BUHBI

Peaknus 2: cuHTe3 uMTPYy/IMHA. IlepeHoc KkapOaMOWIILHOW TpyHIbel ¢
kapOamomndocdhata Ha OpHUTHH C oOpazoBanueM 1UTpyUIMHA U OH
Katamu3upyercsi  L-opHutHH-KapOamowiTpancpepazoii  MHUTOXOHAPUN  TEUYCHHU.
Peakims BpIcOKOCTIeIM(pUYIHA K OPHUTHHY, PAaBHOBECHE €€ CWJIBHO CABHUHYTO B
HaIpaBJICHUH CUHTE3a LIUTPYIUIMHA.

Peaknuss 3: cuHTe3 apruHMHOCYKIMHATa. B peaknuu, KaranuzupyeMou
APTUHUHOCYKLUMHATCUHTA30M, K LUTPYJUIMHY IPUCOCIHUHIETCS aMUHOIPYIIa
acnmaprara. Jnsa peakuun TtpeOyercas ATP, paBHOBecue CHIBHO CIOBHHYTO B
HaIIPaBJICHUM CUHTE3a ApTMHUHOCYKIMHATA.

Peaknus 4: pacimenjieHne apruHUHOCYKIMHATAa HAa apruHuH W (Qymapar.
O6parrMoe  paclICIUIeHWe aprUHUHOCYKIIMHATa Ha apruHuH U Qymapar



KaTaIM3UPYeTCsl apTUHUHOCYKIMHA30i—(epMEHTOM, HaXOJSUMMCS B TEYEHU U
MOYKaXx  MJCKONMHUTAIONMX. Peaknus MNpoTeKaeT 10  MEXaHW3My  TpaHC-
anmuMuHUpoBanus. OO6pa3zoBaBIMiics pymapaT MOKET MPEBPATUTHCS B OKCaloaleraTr
B XOJIC pEaKIui, KaTalm3upyeMbIXx (ymMapazoii W MajaTaeruaporeHa3oun;
OKcaJIoaleTar Mpu nepeaMruHUPOBaHUY MIPEBPAILAECTCS B acniapTar.

Peaknus S: pacmenieHue apruHMHA HA OPHUTHH M MOYEBHMHY. JTa pEaKUus
3aBepIIAacT LUK MOYEBHHBI M PEreHEpUPYET OPHUTUH, CYOCTpar peakuuu 2.
['maponmTryeckoe OTHICITICHUE TYaHUAUHOBOW TPYIIIbI apIUHUHA KATAIU3UPYETCS
apruHa3oM, MPUCYTCTBYIOUIEM B NEYECHH BCEX YPEOTEIMYECKHX OpPraHu3MoB. B
HEOOJILIINX KOJIMYECTBAX ApruHa3za 0OHapyKeHa TaKkKe B OUKaX, MO3TY, MOJIOYHBIX
Kelme3ax, CEMEHHMKaX M B KOXe. ApruHaza W3 MEYEHH MIIEKOIMUTAIOIINX

AKTUBUPYETCS HOHAMH Ca?* wm Mn?*. CunbabiMu uHTHOUTOpamMu (epMeHTa
ABJIAFOTCSI OPHUTHUH U JIM3UH, KOHKYPUPYIOIIKE C APTUHUHOM.

CyMMapHas peakuys CUHTE3a MOYEBUHBI CIICAYIOIIAs :

CO9 + NHg" + 3AT® + Acnaprat + 2HoO — MoueBnna+ 2AI® + 2du +
AM® + ®D + Pymapar,

[Tupodocdar ObICTpO THUAPOIU3YETCSA, W, TaKUM OOpa3oM, I CHHTE3a OJIHOU
MOJICKYJIbl MOYEBHHBI oOecTieunBas HEOOpaTMMOCTh peakimu. dymapar B CBOIO
ouepelb OKHUCIsieTCs B okcajoauerar. J[Jii 3TOro mpoMexyTo4HOTO MpPOAYKTa,
MMEIOIIIETO KJIIOYEBOE 3HAUYEHME, CYIIECTBYET HECKOJIbKO BO3MOXKHBIX MyTei
npeBpainieHus: 1) oH MOXKET MoJABEPTaThCsl TpPaHCAMUHUPOBAHUIO B acmapTarT; 2) OH
MOJKET TpEeBpalaTbCid B TJIIOKO3Y MO MyTH TIJIFOKOHEOreHe3a; 3) OH MOKET
KOHJICHCUpPOBaThes ¢ anetwi-CoA, oOpa3yst nurpar.

[IpuMeuaTenpHa TakkKe KOMIApPTMEHTAIMS 1MKJIa MOYEBHUHBI U CBSI3aHHBIX C HUM
peakmmii. OOpazoBaHue NH4+ MOJT JEWCTBUEM TIJIyTaMaTJIeTuIpoTreHa3bl, €ro

BKJIIOUEHHE B KapOamomndocdar u mocaeayoNrid CUHTE3 [IUTPYIUIMHA TIPOUCKOSAT
B MUTOXOHAPHAIHFHOM MaTpHKCE. B OTJIMYME OT HUX CJICTYIONIME TP PEAKITUH UK
MOYEBHHBI, IPUBOAAIIHE K 00pa30BaHUIO MOYEBHUHBI, IPOTEKAIOT B IIUTO30JIC.

Peryasiuusi 0MoCUHTE3a MOYE€BHHBI

KapOamoundocdarcunraza BMecTe C MUTOXOHIPUAILHON TITyTaMaTAErupOTreHa30Mi
HampawjsieT a30T TiyTamara (W, CcliefoBaTelbHO, BOOOIIE BCEX aMHUHOKHUCIIOT) B
kapbamomndocdar u namee B MOUYEBUHY. XOTS KOHCTAaHTa PaBHOBECHS pPEaKIHH,
KaTaJIM3upyeMOl  TiyTaMaTAeruaAporeHa3oil, OJaronpusiTCTByeT 0O0pa3zoBaHUIO
riyramata, a HE aMMuaka, yJajleHue aMMmHuaka kapOamomndocdarcuHTazoll U
OKHUCJIGHHE O-KeTOrJyTapara B IHKIE JUMOHHOW KHUCIOTHI CIIOCOOCTBYIOT
KaTtabonm3My Tuyramara. Takum oOpa3oM, B JIaHHOM CJy4ae CKOPOCTb LHUKJA
MOYEBHHBI OMPEACIIETCS CKOPOCThIO KapOomamndochaTcHHTa3HOW peakiuH, a
aKTUBHOCTh KapOomamidocdarcuHTaza HaXOAUTCS B COCTOSHUU HauOJbIIeH
aKTMBHOCTH, U CKOPOCTb PEAKIMH OMpejieNnsercsa KOHIeHTpanueii cyberpara - NH,",



TO €CTh BCE€ HANpaBJICHO Ha MAaKCHUMAJIbHO OBICTPYIO YTWIM3AIWIO aMMHaka. A
KOHIICHTpAIUsI aMMHaKka 3aBHCUT OT CKOpocTH L-Tiyramar-aeruaporeHa3Hon
peakiuu, a ¢gepMeHT L-TiyramaT-IeruaporeHasa perympyercs auloCTepHUIeCcKH,
9TO OBLIO PACCMOTPEHO BBIIIIE.

Bropoe HampaBneHue mnpolecca OKHCIECHHS aMUHOKHCIOT — 3TO OKHCJIEHHE
YIJIEPOJHBIX CKENIETOB, KOTOpPhIe O0pa3yloTCs B BHUJEC KETOKUCIIOT B PE3yJbTare
npoiiecca rnepeaMuHIpPOBaHUS.

Pacmensienue YraepoaAHbIX CKEJIECTOB AMUHOKHUCIOT

Crtparerusi pa3pyllieHUss aMUHOKUCJIOT COCTOMT B OOpa3OBaHUU TJIABHBIX
MPOMEXKYTOUHBIX TPOJYKTOB OOMEHA BEIIECTB, KOTOPHIE MOTYT MpPEBpaIaThCs B
[JIIOKO3Y WM OKHUCJSITBCS B IHMKJIE TPUKApOOHOBBIX KHUCJIOT. B camom nerne,
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Pucynok 31: O0masi cxeMa OKHCJICHUS yIJIePOAHBIX OJIHUM IIPUMEPOM
CKeJIETOB AMUHOKHCJIOT 3aMevaTeIbHOM
SKOHOMHYHOCTH

MeTa0OJIMYECKUX MPEBPaICHUH.

AMUHOKHUCIIOTBI, pacnajaroupecs ¢ oOpazoBanueM aueTwii-CoA win aleroaneTui-
CoA, Ha3bIBAIOTCS KeTOTe€HHBIMHM, TIOCKOJBbKY B pe3yJbTaTe UX pacrnaja
MOBBIIIACTCSI COJACP)KaHNE KETOHOBBIX Tel. AMUHOKHCIIOTHI K€, pacrag KOTOPBIX
MPUBOJUT K 00pa30BaHMIO MUPYBaTa, O-OKCOTIyTapara, CykKiuHuiI-CoA, dhymapara
WM OKCaJIoarleTara, Ha3BaHbl TJIKKOTeHHbIMU. BO3MOXXHOCTh CUHTE3a IJTFOKO3bI U3
OTHUX AaMHUHOKHCIJIOT OOecreduBaeTcsi TeM OOCTOSITEIbCTBOM, UYTO YyKa3aHHbBIC



KOMITOHEHTHI IHMKJIA TPUKApOOHOBBIX KHUCIIOT W MUPYBAT MOTYT MpEBpallaThCs B
dbocdoeHoMMUpPYBAT W 3aTeM B TIIIOKO3y. HamoMHMM, YTO y MIIEKOMHUTAIOIIMX
OTCYTCTBYET IyTh, OOECTICUMBAIOIINN HEMOCPEACTBEHHBIM CUHTE3 TJIFOKO3BI W3
anetm-CoA wm aneroanetmi-CoA.

N3 ocHoBHOTO Habopa, BKIIIOYAIOIIETO JBAANATh AMHUHOKHCIOT, TOJBKO JICHITMH
SABJSIETCS MCKJIIOYUTENILHO KETOTeHHBIM. M3oneinuH, nm3uH, GQeHuIaJaHuH,
TpuntoaH W THUPO3UH OTHOCITCS OJIHOBPEMEHHO M K KETOT€HHbIM, U K
[JIFOKOT€HHBIM aMUHOKHUCI0TaM. HekoTopbie U3 UX yriepoaHbIX aTOMOB MOSIBIISIFOTCS
B anetun-CoA wmm anero-anetun-CoA, Torma Kak Apyrue OoOHApYyKHWBArOTCS B
MOTEHITUAIBHBIX ~ MPEIIICCTBEHHUKAX TUIIOKO3bl. OcTalbHBIC  YEeThIPHAIIATH
AMUHOKHCJIOT SBJISIFOTCS YMCTO TIFOKOT€HHBIMH.
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Pucynok 32: Cxema peakumii 0KMCJI€HHSI AMUHOKHUCJIOT 10 MMPYBaTa U
anetnii-CoA

[Ipu pacuienyieHny anaHuHa, CEpUHA, IUCTEHHA, TJIMIIMHA U TPEOHUHA o0pa3zyercs
nMpyBaT. AJIaHMH TNpEBpallaeTCs B NUPYBaT HENOCPEACTBEHHO B PEAKIUHU
TPAaHCAMMHUPOBAHUSA C O-KETOIVIyTApaTOM. YeThIpexyriaepoaHas aMHUHOKHCIIOTa
TPEOHUH pacliesieTcsi ¢ 00pa30BaHUEM JIBYXYTJIEPOIHON aMUHOKHUCIIOTHI TJIMIMHA,
KOTOPBIM MOJKET IMOJBEPrarbCs NAIBHEUIIMM IPEBpPALIECHUAM IO ABYM IyTsaM. Ha
OJJHOM M3 HHUX T[JMIMH CHayaja I[peBpallaeTcsi B CEpUH (TPEXYIJIEpOIHYIO
AMUHOKHCJIOTY) B pe3yJbTare (bepMeHTaTUBHOTO IIPUCOETUHEHHUS
TUJIPOKCUMETWIILHOM  TPYIIbl, MNEPEHOCUYUKOM KOTOPOW CIYKHUT KO(epMeHT
terparugpodosar.  Terparuapodonar BbICTymaeT B  pOJM  NEPEHOCUHUKA
OJHOYTJIEPOIHBIX TPYIII, TAKUX, KAK MeTalbHast, GOpMUIbHAA. THAPOKCUMETUIIbHAS
u GopMumuHorpymmna. ONHAKO TJaBHBIA MyTh KaTaboJM3Ma TIIMIIMHA BEJET 4Yepes3
APYTYIO PEAKIMIO, TaKkKe TPeOYIOLIyl0 MPHUCYTCTBUS TeTparuapodoiara. B sroii
pEeaKkLuu NPOUCXOAUT OKHUCIMTENbHOE paciiemienne rmiuHa 1o CO9, NHg u

metwieHoBo# rpynmnsl (—CHp—), koTopas npucoequHsercs K TeTparugpodoary.

Peakius jerxko oOparuMa; KaTalu3upyeTcs OHA TIUIIMHCUHTA30M. [Jucmeun MOXET



IpEBpaIaTbCs B MUPYBAT PA3JIMYHBIMU IIyTSAMHM C MOSIBJIEHUEM aToMa cepbl B HpS,
SO32 ~ w1 SCN™.

@®parMeHThl YriepoIHOTO CKeeTa (PeHWIalaHHa, TUPO3UHA, JTM3UHA, TpUNTodana u
JeliMHa TpeBpanfaloTcs B aneroaneTwi-CoA, W3 KOTOpOro 3areM oOpaszyercs
anetii-CoA.
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Pucynok 33: Cxema okucIeHUsI KETOTeHHbIX H CMEIIAHHBIX AMUHOKHCJIOT
Oco60oro BHUMaHUS 3aCIYKHUBAIOT B 3TOM T'PYIIE JIBa KaTabomuecKux myTH. [1yTh,
Benynmid ot Tpunrodana k anetun-CoA, camblil CJIOXHBIM B aMUHOKHCJIOTHOM
KaraboJM3Me OJKMBOTHBIX TKaHeW: OH BikmoyaeT 13 atamoB. Hekotopsie
MIPOMEXKYTOUHBIE TIPOIYKTHI KaTadom3Ma TpUnTodaHa Crykat npeIiec TBEHHUKaMHU
B OMOCHHTE3¢ APYrUX BAXXKHBIX OMOMOJIEKYJI, HAIpUMep HEHPOTOPMOHA CEPOTOHMHA
WM Takoro BHUTaMHMHA, KaK HUKOTHMHOBas KHCJOTAa. Takum oOpa3oM, MyTh, MO
KOTOPOMY HJET Kara0oJau3M TpunrodaHa, UMEET HECKOJIbKO OTBETBJICHUH, UYTO
CO3/1a€T BO3MOKHOCTB JIJ1s1 00pa30BaHus psijia IPYTrUx MPOTYKTOB U3 €IMHCTBEHHOTO
MpeAIIecTBEHHUKA — TPUITO (paHa.
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Pucynok 34: Cxema OKUCJIEeHHSI APOMATHYECKUX AMHUHOKHCJIOT

C peakuuu OKHUCJICHHUSI (deHnnanannHa noJt NercTBIEM
(beHnIaTaHUHMOHOOKCUT€HAa3bl, B PE3yIbTaTe MPOUCXOIUT OKUCIIEHUE KUCIOPOIOM,
noHopom mipotoHoB sBisiercss NADPH. B xone peakuuu oquH aTomM KHCJIOPOJa
BBOJIUTCSI B YIJIEPOJHBIM CKEIET MOJIEKYJbI, BTOPOH COENUHSIETCS C MPOTOHAMH, U
oOpazyercss MoJjeKyna BOJbl. VIMEHHO NO3TOMY (PUHUIIATAHUHMOHOOKCUTE€HA3Y
OTHOCAT B OKCHUI'€Ha3aM CMEIIAHHOW (YHKIMHU. 3aTeM THUPO3UH IOJBEpraeTcs
1epeaMruHUPOBAHMIO, u obpazyercs 4-ruapoKCU(PCHUITHPYBAT. 4-
THIPOKCU(DEHWITUPYBAT OKHUCISIETCS  4-THIPOKCH(DEHWITUPYBATIHOKCUTEHA30 1
TaKKE€ C ydyacTHEM KHCJIOpOJa, B peasdyinbTrare oba aroMa KHUCIOpOoJa M3 €ro
MOJIEKYJIbl BBOJISITCS B YTJIEPOIHBIN CKENET, U MPOUCXOAUT JAeKapOOOKCUIMPOBaHUE,
a pesynbTare oOpa3yercs TOMOMOreHTH3ar. [omoreHtusar-1,2-nuokcureHasa
OKHUCJISIET TOMOTEHTH3aT MOJIEKYJION KUCI0po/ia, 00a aToMa U3 KOTOPOU BBOJSATCS B
YIJIEPOHBIN CKEJNET, B Pe3yJibTaTe MPOUCXOUT Pa3UICIVICHNE IUKIIA U 00pa3yercs
4-maneumaneToanerar, KOTOpbIA u3oMepusyerca 10 4-popmunaneroarerara.
dymapumaneroaneraza  paciierisieT 4-popmunaneToanietar Ha  Qopmmar
(MPOMEXYTOUHBIM MPOJIYKT IMKIA TPUKAPOOHOBBIX KHUCJIOT) M aleroarerar
(keroHOBO€ Teno). VIMEHHO TOSTOMY THPO3WH U (EHWIATAHUH OTHOCSTCS K
CMEIIAHHBIM AMHUHOKHCIIOTaM.



HacaeacrBeHHble HapyleHusi kKaTtadoau3smMa peHniajgaHuHA

Y 4yenoBeka HM3BECTHO MHOTO pa3jMYHBIX HACJIEACTBEHHBIX HapYLICHHI
AMUHOKHUCJIOTHOTO 0OMeHa. B ocHOBe Bcex 3THUX HApyIIEHUH (OOJBIIMHCTBO U3 HUX
BCTPEUACTCS PEIOKO) JIOKUT MYyTallds KaKOrO-HUOYIb TeHa, KOJHPYIOIIETOo
OTIpeAcIIeHHbIN (DEPMEHT, Y4aCTBYIOIIMH B MPEBPAIICHUSAX TaHHOW aMHUHOKHUCIIOTHI.
[lox KOHTPOJIEM MYTaHTHOTO T€HA CUHTE3UPYETCsI AePEKTHBIN (DEPMEHT, Y KOTOPOTO
B TOM WIA HMHOM KJIIOYEBOM YYaCTKE MOJMIENTUIAHOW ILEeNMU MOXKET CTOATh
«HETIpaBWIbHAS» AMHHOKUCIIOTa; KPOME TOr0, KaKOW-HUOYIb aMHHOKHUCIIOTHBIHI
OCTaTOK MOXKET OBITh yTpaueH WUiK, HA0OOPOT, BKIIFOUEH B MOJUMENTUIHYIO 11eTb. B
OJIHUX CITy4yasiX TAKOW HACJIEJCTBEHHO N3MEHEHHbIN (JEPMEHT HEaKTUBEH BOOOIIIE, a B
APYTUX NPOSIBISIET JIMILb YACTh IPUCYILEH €My aKTUBHOCTH, IOCKOJIbKY XapaKTEPHOE
mii Hero 3HadeHue Ky, (mma Vipgx) HE COOTBETCTBYeT HOpMeE. bBoJbBIMHCTBO

BPOXKJEHHBIX HApYLUIEHUH aMHUHOKUCJIOTHOTO OOMEHa Yy 4YellOBEKa COMPSHKEHO C
HAKOIUIEHMEM TE€X WM HHBIX MPOMEXKYTOUHBIX MPOAYKTOB 3TOro obmena. llpu
HEKOTOPBIX HACJIEICTBEHHBIX 3a00JI€BaHUSIX TAKOTO POJa HAPYIIAETCS HOPMAaJIbHOE
pPa3BUTHE HEPBHOW TKaHM, YTO NPUBOJUT K YMCTBEHHOU OTCTAIIOCTH.

deHuNaNaHUH-TUPO3UHOBBIN MYTh 3aCIyUBAaET B ATOM CMBbICIIE CHELHUATbHOTO
YIIOMUHAHUSA, TOCKOJIbKY TpH (DepMEHTAaTUBHBIX 3Tama 3TOr0 IMyTH OCOOEHHO
YSI3BUMBI, T.€. MOJABEPIKEHbl I'€HETUYECKUM H3MEHEHUSM, B pE3yJbTare KOTOPBIX
BO3HHUKAIOT TPU BUJA BPOXKJIEHHBIX HApyIIEHUH OOMeEHa. Y HEKOTOPBIX JIoJeH
neeKT 3aTparuBaeT MepBbIH (EPMEHT JaHHOTO METadOJMYECKOro  IMyTH:
bennnanannH—4-MOHOOKCcUreHasy  (ee  Ha3blBalOT  Takke  (DeHHIaJaHWH-
TUAPOKCUIIA30H), KaTAIM3UPYIOIIYI0 TUAPOKCWIMpPOBaHUE (DEHWIATAaHUHA 10
THUPO3HUHA, (OH Ha3bIBACTCS TAK)KE OKCHIE€HA30# CO CMEIIaHHOM (YHKIUCH), TOTOMY
4yT0 ofuH atoM O9 mosBisieTcs B MpOAyKTe peakuuu, npyrod B HoO. B mannom

clyyae MyTalusi NPOUCXOJUT B COCTaBE€ MHTPOHA, YTO NMPUBOJMUT K HAPYIIECHUIO
crutaiicunra, B pesyiabtare MPHK He co3peBaer, u cunte3 Oenka (eHunamaHuH
MOHOOKCHUI€Ha3a HE CHHTe3upyercs (peAKkud ciydaid KOrjJa HapyUIeHUE He
konupyromiei yactu JJHK mpuBoguT k mposiBaeHuto B ¢GeHoTure). IToT aedeKt
CIIy’KUT IPUYMUHOM 3a00JIeBaHMsI, KOTOPOE HOCUT Ha3BaHHUe (QeHunkeToHypuu. [lpu
HACJIEICTBEHHOM Je(eKTe, 3aTparuBarollieM (PpeHuIaTaHUH-4-MOHOOKCUT€Ha3y, Ha
NEPBBII MJIaH BBICTYNAET BTOPOCTENEHHbIN MyTh OOMEHa (PeHUIIaIaHWHA, B HOPME
MaJIo UCMoJib3yeMblil. Ha 3ToM BTOpOCTENeHHOM MyTH (PEeHMIIANTaHUH MPETEPIIEBACT
TpaHCAMUHHUPOBAHKE B PEAKIINH C 0-KETOTIIyTapaToM, 4TO MPUBOIUT K 00OPa30BaAHUIO
¢enwmupyBara. OnHako JajdbHEMIIMM TpeBpalieHusM (QEHWIUpyBar He
MOJABEPTaeTCs, T.€. 3TO TYNUKOBBIA MyTh; GEHWINUPYBAT (2 Takke U (HEeHUIAIAHUH)
HaKalJIMBaeTCsT B KPOBUM M TKaHIX, a 3areM BBIBOAUTCS ¢ MOuoM. M30bITOK
dbeHmmupyBara B KPOBH Y HOBOPOKIEHHOTO HAPYIIIAeT HOPMAIbHOE Pa3BUTHE MO3Ta
U CIIy’)KUT MPUYUHON YMCTBEHHOMU oTcTanocTH. Penmnkeronypus (PKY) — onno u3
NEPBBIX BPOKJICHHBIX HApYLIEHU 00OMEHa, OTKPBITHIX y uenoBeka. [Ipu noctatouno
paHHEM BBISBJICHUH (EHUIKETOHYPUH MO>KHO C TOMOIIBIO COOTBETCTBYIOLIEH JUETHI
CO3/aTh YCJIOBUS JJI HOPMAJILHOTO Pa3BUTHUSI U M30€XKaTh YMCTBEHHOW OTCTAIIOCTH.



N3 panmona J0JDKHBI OBITH MPU STOM HCKIIOUEHBI JIHOOBIE MPOAYKTHI, B COCTaB
KOTOPBIX BXOISIT OCJTKU ¢ BBICOKUM cojiep:kaHueM ¢peHmtanannaa. [[ockoapKy modTu
BO BCEX O€JIKax COJEPKUTCS KaKOe-TO KOJMYECTBO (heHWIaJaHMHA M TaK KakK B
MaJIbIX KOJIMYECTBAX OH BCE K€ HEOOXOIUM JJII HOPMAIBHOTO pocTa (3TO OJIHA U3
HE3aMEHUMBIX aMUHOKHCJIOT), COCTaB TAaKOTO paldoHa JOJDKEH KOHTPOJIUPOBATHCS
OoueHb TulaTelbHO. llpuponHbie Oenku, HaNmpUMep Ka3euH MOJIOKA, CIeIyeT
MpEABAPUTEIBHO TOJBEPraTh TUAPOIU3Y U YAAISATh U3 HUX () EHUITAIAaHUH.

BbisiBUTh  (DEHUIIKETOHYPUIO M Ha3HAYUTh PEOEHKY COOTBETCTBYIOLIYIO TUETY
HEOOXOMMO B TMEpBbIE XK€ HENEIM IOCJE POXKACHUSA, B NPOTUBHOM Cllydyae
Hen30exHa HeoOparuMas 3ajep>Kka YMCTBEHHOro pazsutusa. l[Ipu ortcyrcTBUM
JeyeHus: MHOTue OOJIbHbIE (PEHUJIKETOHYpPUEH HE OXKHUBAIOT N0 25 JIET; APYrux
IIPUXOJUTCS BCIO KU3Hb COAEPIKATh B COOTBETCTBYIOIIMX YUPEXKICHUSAX U TPATUTh HA
’TO MHOrO0 Tpyaa U cpeAcTB. DEHWIKETOHypus — Ccepbe3Has MpoodieMa
31paBoOXpaHeHusl. boyie3Hb 3Ta MOCTATOYHO MIMPOKO pacupocTpaHeHa: Ha 10000
HOBOPOXJICHHBIX IMPUXOJIUTCS B CpelHeM oJuH ¢ TakuM Jepexkrom. B CIIA B
OoJbIIel YacTH INTAaTOB BCE HOBOPOJKICHHBIE TIOJBEPTalOTCS 00s3aTeNbHON
npoBepke Ha PeHuIIKeTOHypHto. OOHapy)eHHE 3TOT0 3a00JI€BaHUs HE MPEACTABIISICT
3aTpyHEHUN: TpeOyeTrcsi TOJbKO ONPENEIUTh CoJepkKaHue (EeHWIaIaHuHa W
denunmupyBara B Mode. B HEKOTOPBIX clydasx B pe3yjibTaTe T'€HEeTHYECKOU
MyTaluH ASPEKTHBIM OKa3bIBACTCS TAKKE YETBEPTHIH (epMEHT (PEHMIIATAaHHHOBOTO
MyTH — TOMOTeHTH3aT—1,2-nuokcurenasa. Y JoAedl C TakUM TEHETUYECKUM
AeEeKTOM He NOABEpTaeTCs NajdbHENIIeMy pacIeIJICHUIO OJIMH U3 TPOMEKYTOUYHBIX
NPOJIYKTOB Karabosm3Ma (peHmIalaHiHa — TOMOTE€HTH3aT, KOTOPbIN HAKATUIMBAETCS B
KHUJIKOCTAX Tejla M BBIBOAUTCS U3 OpraHu3ma ¢ mMoudoil. Ha Bo3myxe Takas moua
TemHeeT. OOBSACHSIETCS 3TO TEM, UYTO M3-3a PA3JIOKEHHS YacTH MOUEBUHBI C
oOpa3oBaHueM ammuaka pH Mouun caBuraercst B HIEJIOUYHYIO0 CTOPOHY; TOMOT€HTU3AT
IIpU 3TOM CIIOHTaHHO OKHUCIsieTcs atMochepHbIM O9 M mpeBpaiaeTcs: B TEMHBIH

IIUTMEHT, CXOJIHBIA C TEM, KOTOPBIN COJIEPIKUTCS B KOXKE JIFOJIE YEPHOU pachl. ITO
BPOXIEHHOE HapyllleHHue OOMEHAa HOCUT HAa3BAHUE AJKANTOHYPUM. Y HOCHUTEIEH
TaKoro jaedekra 310pOBbE IBHBIM 00pa3oM HU B Ue€M HE CTPAJaeT, €CIIM HE CUUTATh
OECNOKONWCTBA, BHI3BIBAEMOTO y HHMX CaMHM BHJOM YEpHOM MouUM. DTO TOXKeE
HEMAJIOBAKHO: M3BECTHBI CJIydad, KOIJa JIIOAM JEUCTBUTENBHO 3a00JieBAM OT
OJIHOTO TOJIbKO CTpaxa — 4YepHas MouYa CUMUTaNach AYPHBIM 3HaKoM. B tabmnuie 6
yKa3aHbl U HEKOTOPHIE IPYTUe BPOKIECHHbIE HAPYIIEHUS! aMUHOKHCIOTHOTO OOMEHa.

Taéauua 1. Bpo:xxaeHHble HAPYIIEHUS] AMUHOKHUCJIOTHOTO 00MeHa

Hapymenne 3aTpoHyTHIN (hepMeHT

ANbOMHU3ZM Tupo3nH—3-MOHOOKCUTE€HA3a
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Pucynok 35: Cxema okucjaeHust
AMHHOKHCJIOT, OKHCJIEHHE KOTOPbIX
NPUBOAUT K 0-KeTOTJIyTapaTy

MPUBOSIIMX, B KOHEUHOM CUETE, K
cykimHUI-CoA, TO €CThb K OJJHOMY
U3 TMPOMEKYTOUHBIX TPOJYKTOB
IMKJIa JIMMOHHOM KHCJIOTHI.
[IpeBparenus M30JIEMIMHA |

BaJIMHA TIPOTEKAIOT CXOJHBIM O0pa3oM B IHMKJI JUMOHHOW KUCIIOTHI, PAcIiaj dTUX
AMHHOKHUCIIOT UET Yepe3 MeTuaManoHuI-CoA. JIis n3oMepu3anuu MeTHIMaTOHUII-
CoA B cykuuHmi-CoA TpeOyercsi Ae30KCHaICHO3WIKOOAIAMUH, TPOU3BOJHOE
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KoOajaMHUHa COCTOMT W3
KOPPHMHOBOTO KOJIblIa C IEHTPaJIbHO PAaCIOJIOKEHHBIM aTOMOM KoOaJbTa.
KoppuHoBoe KoJb110, m0100HO nop(pupuHy, UMEET YEThIpe MUPPOTBHBIX KOJIbLIA.
JIBa u3 Hux (konbua A u D) npsiMo cBsi3aHbl YT € IPYrOM, a IPYTrue COECAUHSAIOTCS
Opy MOMOIIM METHJICHOBBIX MOCTHKOB, KaK 3TO HMEET MECTO B MOpQHpUHAX.
3aMeCTUTEISIMU B MUPPOJIbHBIX KOJIBIIAX SIBJSIIOTCS METUJIbHAS, TPOTTMOHAMHU/THAS U
alieraMuHas Tpymnbl. 37eCh 3TH (parMeHThl OKHUCISIIOTCA YK€ IMOJHOCTBIO [0
JIBYOKHCH Yyriiepoia M BoJbl. Bo BpeMsa mnepeHoca 3JEKTPOHOB B IPOLIECCE
OoKUCTUTENbHOTO (ochopemupoBanus cuHtesupyercss ATD. Takum myrem
AMUHOKHCJIOTBI BHOCST CBOW BKJaJ B 00Iee 0OECTICUCHHE OpraHu3Ma dHEPTUCH.
N3BecTHO, YTO NSATH AMUHOKUCIIOT, paclaiasich, MPEBPAIIAIOTCs, B KOHIIE KOHLIOB, B
arieroaneTi-CoA. B meyeHM U3 3THUX aMHUHOKHUCIOT MOTYT OOpa3oBBIBaTHCS
KETOHOBBIE TeJa, MOTOMY 4TO anero-aneTmi-CoA crocoOeH npeBpaniaThcs B aleTo-
arietaT u B-rugpokcudyrtupar. [Is9Th aMUHOKHUCIIOT, O KOTOPBIX UAET peub, HOCHT,
MO3TOMY Ha3BaHUE KETOreHHbIX. X cmocoOHOCTh 00pa3oBbIBaTh KETOHOBBIE TENa
NPOSIBIISIETC OCOOEHHO OTYETJIMBO B CIIydyae HEJIEUEHOT'O CaxapHOro auadera; B
IEYEHU IMPU OTOM BbIpaOaTHIBAIOTCS OOJbIIME KOJMYECTBA KETOHOBBIX Ted,
MCTOYHUKOM KOTOPBIX CIYy)KaT TMOMHUMO JKUPHBIX KHUCIIOT €I W KETOTE€HHBIC
aMUHOKUCIOTHI. [IATHaAaTh aMUHOKHUCIIOT, paclaJaloumxcs ¢ 00pa3oBaHHEM O-
KETOTJIyTapara, CyKUMHaTa M OKcajoalerara, MOTYyT NpEBpaliarbCsi B IIIIOKO3Y U
[NIMKOTEH 10 IYTH  TJIIOKOHeoreHe3a. MX  Ha3pIBalOT  IJIFOKOIE€HHBIMH
AMUHOKHUCJIOTaMU. MeXly KETOT€HHBIMH U TJIFOKOT€HHBIMU aMHUHOKHCJIOTaMU HET

Pucynok 36: Cxema OKUCIeHUSI AMUHOKUCJIOT,
KOTOPBIe OKUCISIOTCS 10 TponuoHua-CoA



YETKOW TpaHMLbl, MOCKOJbKY JIB€ AaMHUHOKHCIOTHI ((heHWIaJaHMH M THUPO3UH)
IIPUHAUIEKAT OJHOBPEMEHHO M K TOM, M K Jpyrou rpymme. Hekoropsie u3
AMUHOKHCJIOT, IPEBPALIAIONMXCS B NUPYBAT, B YAaCTHOCTH AJIAHHWH, LUCTEHH H
CepHH, TaKKe MOTEHIMATbHO CIIOCOOHBI 00PA30BBIBATH AlIETOALETAT Yepe3 aleTHI-
CoA, oco6eHHO y O0JIbHBIX CaxapHBIM JTHAOCTOM.



