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CTPYKTYPA



2,3-AnMeTOoKCH -5-MeTUA - | ,4-6eH30XMHOHBI C Pa3AMYHOM MOAUMPEHUABHOM
LLENOYKOM B 6 MOAOXKEHUU




[lepBOHaYaAbHO GbiAM BblAEAEHBI BbiCLLIME YOUXMHOHBI ¢ n=6-10.
[MosaHee cTaAn U3BECTHbI YOUXUHOHBI C:

A) anokcMaHOM rpynmnow;

B) c oAHOM aMuHOrpynnon (POAOXMHOH);

B) c oAHMM HacbILEHHbIM U30MPEHOMAHBIM 3BEHOM Ha KOHLe LLenu.
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YBOUXMHOH cnocobeH CUHTE3UPOBATLCS B OPraHM3Me YEAOBEKa,
MO3TOMY MHOIAQ €ro OTHOCAT K BUTAMUHOMOAOBOHBIM COEANHEHUSAM.
BAaroaaps 3ToMy aBUTaMMHO3 MPaKTUYECKM HEe BCTPEYAETCA U, KaK NMPaBUAO,
BbI3BaH reHeTMYeCcKoln MyTaumen. PaccMoTpum mexaHusm 6uocmHTe3a
yOUXMHOHa.



CHNHTE3 YBUXMHOHA B OPTAHN3ME

(EbIAM 3KCNepuMeHTaAbHO UCCAEAOBAHbDbI MYTEM MEYEHbIX Y4aCTHNKOB PeaKLI,MM)

* MeBaAroHoOBas KMcAOTa B 3 3Tana npeBpalLaeTcs B TpudochonpomsBoAHoeE.

HO——C——C——C——C——COOH ——»

Ho  H | H

OH
0 0 CH; 0
ol | I
\lpopoccccco-
/ | Hy H H
-0
o- 0




* W3 Hero B pe3yAbTaTe AeKapboKcuMAMpoBaHUA U AepochoprAMpoBaHusa obpasyeTcs

n3oneHTeHNANUpodocPhaT — KaKTUBHbINA U3OMPEHY, ABASIIOLLLUMNCSA CTPOUTEABHbBIM

3BEHOM.

* OH cnocobeH M3omMepu30BaTLCS B AUMETUAAAAMAONMPOdOCDAT, KOTOPDIN

ABAAETCA KOHEYHOM 3BEHOM U3OMNPEHOUAHDBIX MOAUMEPOB.

* Ha C5 nocaepoBaTeAbHO HapalimBaeTcs AMMeTUAAAAMANIMPOdOCaT ¢
YBEAUYEHUEM MO AAUHE YTAEPOAHOM LLenoYKU, obpasytoTcs

npeHnAnmMpodocdatsbl.
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* [lpeHnannpodocdaTbl MPUCOEAMHAIOTCA K MPEALLIECTBEHHUKY siAPa YOUXUHOHA.
B >XKMBOTHbIX U BaKTEpUaAbHBIX TKAHAX TaKUMU MPEALIECTBEHHUKAMU SABASIOTCS
beHUAAAAHNH U TUPO3UH.

* [1-OkcubeHsorHaa KUCAOTa M3OMPEHEAUPYETCS, a 3aTEM NMOABEPraeTcs
bepmeHTaTMBHOMY AeKapbokcnanpoBaHuio. ObpasyeTcs 2-MyAbTUNPEHUADEHOA.
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* 3aTeM NPOMCXOAUT NMOCAEAOBATEAbBHOE TMAPOKCUAMPOBaHME U MeTUuAnpoBaHue. ObpasyioTcs: 2-
AEKaNpeHUA-6-MeTOKCUPEHOA U 2-AeKanpeHUA-3-METUA-6-METOKCUXUHOH.
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* [locAe NpoUCXOAUT OKUCAEHNE PEHOABHOIO SAPa AO XMHOHA.
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* 3aTeM CHOBa NMPOUCXOAUT MUTEAUPOBAHUE U TMAPOKCUAMPOBAHUE BMAOTb AO
obpa3oBaHUsA YOUXMHOHA. o
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OYHKUMN B OPITAHMN3ME



Y6uxmHoH cnocobeH O6PaTMMO OKUCAATbCA M BOCCTaHaBAMBATbCA. ABAgeTcS
ob6a3aTeAbHbIM KOMMOHEHTOM AbIXaTEAbHOW LLenu npu BUoAOrMYeCcKoMm
OKUCAEHUMN.

BoccTtaHaBAMBaeT AHTUOKCUAQHTHYIO aKTUBHOCTb BUTaMMHA E.

[[AaBHbIM aHTUOKCUAAHT MUTOXOHAPUMA.



MEXAHW3M AEUCTBUA

* OCHOBaH Ha CUCTEMe OKMCAEHHOM U BOCCTAHOBAEHHOM PpOpM: YOUXUHOH-
yOUrMApoxXmHOH
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AbixaTeAbHasa uenb

H
YOUXUHOH TaKXe U3BECTEH, KaK KopepMeHT HooH ) %S HH
Q10. OH cocpepOTOYEH B MUTOXOHAPUSAX U ﬁV' \*
c Cytc
y4YacTByeT B MEpPEHOCE SAEKTPOHOB. A ! ) s '
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B AbIXaTeAbHYO LLenb 3AEKTPOHBI B ’r’ ) e o ‘}M; |
MNOCTYMNalOT PasAMYHbIMU MYTSAIMU, HaNpUMEP, v i 3 Cyt / <
npu okucaeHun HAAH+H™. Komnaekc | / '
NADH + H° H* Succinate

6eAKoB | NnepeHOCUT 3AEKTPOHbI Yepes H P HH H O H

H* 120, + H' H' —>»H;0
$AABBUHMOHOHYKAEOTUA U Fe/S-LieHTpbl Ha

Complex IV:

Y6MXMH°H' Complex | Complex Il Complexll Cytochrome Oxidase
C komnaekca Il ¢ nomoupbio aueTma-KoA Mitochondrial Respiratory Chain

NEepeHOCATCA SAEKTPOHbI,
ob6pazoBaBLUMECH NMPU OKUCAEHUU
CyKLMHaTa.



AbixaTeAbHasa uenb

OkucaeHHas dopma ybuUxmHoHa
BOCCTaHaBAMBAETCSA B YOUrMAPOXMUHOH.

OH

0 CHs o CHs
H3C/ oH+ HSC/
B S
HsC HsC
o RnH o RnH

OH

YOUrMAPOXMHOH MNEPEHOCUT SAEKTPOHbI B
6eakoBbIM KomnAekc |, rae oHM Yepes ABa
rema b (komnaekcbl nopéupuna c Fe(ll)), Fe/S

LLeHTp U rem ¢, nepeHocsaTcsa Ha 6eAok
LLUTOXPOM C.
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Complex IV:
Complex Il Complexll Cytochrome Oxidase

Mitochondrial Respiratory Chain



AbixaTeAbHasa uenb

LInToXpom c nepeHOCUT SAEKTPOHbBI K KoMrAekcy 1V
(umToxpom c-okcnaase). OH COAEPXKUT ABa MEAD
COAEPXKALUMX LLEHTPa, reMbl a 1 a,, Yepe3 KoTopble

3AeKTPOHbI I'IOCT)’I'IaIOT K KMCAOOPOA)’. J,
Cyta,

FeS' J FeS K ’ |
2 C

rlPM OKUCAEHUNU KMCAOPOAa 06pa3yeTc;| CUABHO NAD % X N

o 2. o
OCHOBHbI AHUNOH O y KOTOpPbIU CBA3bIBAET ABa NADH+ " I i Yo Succinate H'IH‘
H _H° H

MPOTOHA U MEPEXOAUT B BOAY.

AbixaTeAbHas Lienb ABAAETCA YacTbio NpoLlecca
OKUcAUTEAbHOro pocpopuanpoBaHms. MN3-3a 6oAbLLON
Pa3HULLbl OKUCAUTEABHO-BOCCTAHOBUTEAbHbIX MOTEHLMAAOB
AoHopa (HAAH+H")u akuentopa (O,) peakums odeHb
3K3eproHuyeckas. Bolaeasitolwasncs sHeprus ucnoaAbsyercs
AASl CO3AQHUS TPAAMEHTA NPOTOHOB M obpasoBaHus ATO.

120, + H H —>H;0

Complex IV:

Complex | Complex Il Complexll Cytochrome Oxidase

Mitochondrial Respiratory Chain



AHTMOKCMAaHTHaFI AKTUBHOCTDb

OcHoBaHa Ha cnocobHOCTU BOCCTaHOBAEHHOMN $OpMbl YOUXMHOHA BCTYNaTh B
peakumm co cBOOOAHBIMU paAMKaAaMK

OH
o CHs
H3c/ )
+ 2 R—00
HaC
\o RnH
OH
o
o CHs
H3C/
+ 2 R—OOH
HaC
\o RnH



[MMNo- N TUNePBUTAMMUHOS



[Mno- 1 reunepeMTaMMHO3bI Yy BUTaMMHa Q
M3y4eHbl HEAOCTATOYHO, TaK KaK OH B BOAbLLMX
KOAMYECTBAX CUHTE3UPYETCSA }KUBOTHbIMU U
MUKPOOpPraHM3MaMMm.

[py rMnoBMTaMMHO3e BO3MOXKHO pPa3BUTUE CEPAEYHOM HEAOCTATOYHOCTU, AHEMUU, MPOUCXOANT
M3MEHEHUS B MyCKyAaType.

[py noBbileHHOM coaepyaHuK BUTaMmMHa Q B nuLe HabAOAAAUCE BOAM B YKEAYAKE, TOLLIHOTA U
HapyLLeHue CTyAa.



CYTOYHAA NMOTPEBHOCTb
YBNXUHOH B INANLLE



CyTouyHas notpebHocTb: 30-45 mr.

B nuwe (B nopsaKe ybbiBaHMA copepyKaHUs)

CoeBoe MacAo;
KpacHoe naAbmMoBoe MacAo;
[loBAAMHA;
Apaxuc;

Cenapb;

KyHxyT;
DucTawku;
LibinAeHOK;
Paasy»Has dopeab;
Bpokoau;
LiBeTHas kanycTa;
AneAbCUHbI;

Auua.




