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B-okuciieHne JKUPHBIX
KHCJIOT

IToarorosmaa: XmucroBckast Haranusa

CryneHTKa 2 Kypca 5 IpyIIbl
Crnenuanbaoctu: [ITIOOII




B 1904 r. ®. Knoon (F. Knoop) BeIABHUHYJI TUIIOTE3Y [3-OKUCIIEHUS
*KUPHBIX KMCJIOT Ha OCHOBAHUH OITHITOB I10 CKAPMJIMBAHHUIO KPOJIMKAM
PA3JINYHbBIX Y KUPHBIX KHCJIOT.

®. KHooII BbICKa3aJI IIPEAIIOJIOKEHNE, UTO OKHUCIEHHE MOJIEKYJIbI
>KUPHOI KHCJIOTHI B TKAHSX OPTaHU3Ma MIPOUCXOAUT B 3-110JI0KEeHNH. B
pe3yJIbTaTe OT MOJIEKYJIbI 3JKUPHOU KUCJIOTHI IIOCTIEA0BATEILHO
OTIIEIIAIOTCS ABYYIJIEPOAHBIE parMeHThI CO CTOPOHBI KApOOKCUIILHOMU
CPYIIIIBI.

KvipHble KMCIIOTBI, BXOAAIIHME B COCTAB €CTECTBEHHBIX KUPOB KUBOTHBIX
1 pacTeHUM, UMEIOT YeTHOe YHCJIO0 YIJIEPOAHBIX aTOMOB. JIrobas Takas
KHUCJIOTA, OT KOTOPOH OTIIEIIAETC 10 IIape YIJIEPOAHBIX aTOMOB, B KOHIIE
KOHIIOB IIPOXOJIUT Yepe3 CTaZANI0 MAaC/ISHOU KUCI0ThI. ITocie ouepesHOTO
B-okuciaeHns Mac/IssHasI KHCJIOTa CTAHOBUTCS alleTOYKCycHOM. [Tocmemsis
3aTeM TUAPOJIN3YETCA JI0 IBYX MOJIEKYJI YKCYCHOM KUCIOTHI. Teopus [3-
OKMCJIEHUA KUPHBIX KUCJIOT, IpeasokenHad ©. KnoomnowMm, B
3HAUYMNTEIbHON MeEpPE IOCYKIUIa OCHOBON COBPEMEHHBIX MPEICTABIEHNN
0 MeXaHHW3Me OKUCJIEHUS KUPHBIX KHUCJIIOT.
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ITaIlbl OKUCJIEHUA Y KUPHBIX KUCJIOT:

AKmusauus H#CUpHbLX KUC/A0M.

CBoOOAHAsA KUPHASA KUCI0TAa HE3ABUCUMO OT JJIMHBI YTJIEBOAOPOTHOU IIeNH HE MOMKET
 TIOJIBEPraThCs HUKAKUM OMOXUMUYECKUM IIPEBPAIEHUAM, B TOM YHCJIE OKUCIEHUIO,
- 1oka He Oy/leT akTHBUPOBaHA. AKTUBAIUSA KUPHOU KUCJIOTHI IPOTEKAeT Ha Hapy:KHOH
IIOBEPXHOCTH MeMOpaHbl MUTOXOHAPUH ITpu yuactTuu ATO, kosuzuma A (HS-KoA) u
1oHOB Mg>* Peakniusa karanusupyercsa pepmeHToM anuia-KoA-cuHTeTas3omn:

R—COOH + HS-KoA + AT® — ey R—=C0—5-KoA +

XvpHaa kucnora Aumn-KoA-CuHTerasa

+ AMO + PP,
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B pesyabraTe peakmuu oopasyercs anui-KoA, aBisiomuiicss akTHBHON (pOPMOM KUPHOK
KHCJIOTBI.
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TpaHcnopm HCUPHBIX KUCAOM BHYMPb MUMOXOHOPULL.

Arni-S-KoA He crioco0eH IIPOXOAUTh Yepe3 MUTOXOHIPHUATbHYIO
MeMOpaHy, IO3TOMY CYIIIECTBYET CIOCOD ero rmepeHoca B KOMILJIEKCE C
BUTAMHUHOIIOIOOHBIM BEIECTBOM KapHUTHHOM. Ha Hapy»kHOUM MeMbpaHe
MUTOXOHAPUU UMeeTcs (pepMeHT KapHUTHH-auITpancdepasa 1.

ITocsie cBA3BIBaHUSA C KADHUTHHOM
*KMPHAas KUCJI0Ta IIEPEHOCUTCA Yepes
MeMOpaHy TpaHcJIoKa30u.Ha
BHYTPEHHEU CTOpOHE MeMOpaHBI
(epMeHT KapHUTHH- s
anmitpaHcdepasa II BHOBb oOpasyet
anuiI-S-KoA KOTOPBIN BCTyIIaeT Ha o v AR
IIyTh [3-OKUCIEHUS.

Aumun-S-KoA HS-KoA

Kapnumun-ayun-T® |

KapHurun AUMN-KaPHUTHH

KapHUTHH ALMN-KADHUTHH

Kapnumun-ayun-T® |l
Auun-S-KoA HS-KoA
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L-kapHuTuu ) D-kapHWUTHH

KapHUTHUH CUHTE3UPYeTCs B IEUEHHN U ITOUKAX U 3aTEM
TPaHCIIOPTUPYETCA B OCTaJIbHbIE OpraHbl. Bo BHyTpUyTpoOHOM
IIEPUO/IE U B IIEPBBIE TO/BI KU3HU 3HaUeHNe KADHUTHUHA /1151
OpraHu3Ma Ype3BbIUYaiHO BaXKHO. JHEProobeciieueHrne HEpBHOU
CHCTEMBI JIETCKOTO OpraHu3mMa M, B YaCTHOCTH, TOJIOBHOT'O MO3Ta
OCYIILIECTBJIAETCS 3a CUET JBYX HapaJIeIbHBIX IPOIECCOB:
KapHUTHUH-3aBHCHMOT0 OKUCJIEHUS JKUPHBIX KHUCJIOT U a3pOOHOT0
OKHCJIEHUS TJII0K03bl. KapHUTHUH HEOOXOAUM JIJIsl pOCTa T'OJI0BHOTO
1 CIIMHHOTO MO3Ta, JJI B3aUMO/EeNCTBUS BCEX OT/IEJIOB HEPBHOM
CHCTEMbI, OTBETCTBEHHBIX 3a JBHUKEHNE U B3aUMOJIEHICTBHE MBbIIIIII,
Cyl1ecTBYIOT HCCIEIOBAHUS, CBA3BIBAIOIINE C HEJOCTATKOM
KapHUTHHA JIETCKUU 1lepeOpaIbHbIN ITapajind U (peHOMEeH "'CMEPTH
B KOJIbIOEIU .




IIpo1iecc coOCTBEHHO [-OKHCIEHUS COCTOUT U3 4-X PEAKITUH,
ITOBTOPSIOIINXCA MUKJINYECKH. B HUX MMOC/Ie/I0BaTEBHO ITPOUCXOIUT
okucenue (anmi-SKoA-geruaporeHasa), TuipaTHpOBaHUeE
(emoun-SKoA-ruapaTasa) U BHOBb OKHCJIEHHE 3-TO aTOMa yIjepoa
(ruppoxkcuanmia-SKoA-aeruaporenasa). B mocieqneit, TpancdepasHou,
PEAKIINU OT KUPHOU KUCJIOTHI OTHIeIisgeTcs areTua-SKoA. K
ocTaBIlerics (yKOpOuUeHHOH Ha J[Ba YIJIEPO/a) JKUPHON KUCIOTE ;
npucoenunsercss HS-KoA, n oHa Bo3BpaijaeTcs K IepBou peakiiuu. Bee £ ;}
IIOBTOPSIETCA JIO TEX IIOP, ITOKa B IMOCJIE/THEM IIHUKJIE He 00pa3yIoTCs JBa ‘
aneTui-SKoA.
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. CrnenmoBaTesibHO, CYMMapHO€ YypaBHEHHE [3-OKHCJIEHHs aKTUBUPOBAHHOM
- KHCJIOTBI MOYKHO 3aII1CaTh TaK:

ITanpmuronn-KoA + 7®AJl + 7HAJT + 7H20 + 7HS-KoA —>

—> 8Anermwi-KoA + 70A/IH2 + 7HAJIH + 7H".




-~

[Ipu pacuere kosmuecrBa AT®, o6paszyemoro npu -oKuCIEHUN

KHUPHDBIX KHNCJIOT H€O6XOZ[I/IMO YUUTbIBATDb.

3a IUKJI OKHCJIeHHusa oOpasyercs 1 mosiekysia OAJTH, u 1
mosiekysia HAJTH .

B 1miporiecce okucieHUs B AbIXaTeJIbHOU IEIU U COIIPAKEHHOTO C
HuUMH pochopuinpoBanus gaoT: DAIIH_  (uepes KoQ)-2
moJsiekyel AT® u HA/TH -3 MosieKyJibl AT

3A OJINH TN KJI obpasyercs 12 mosiekya ATO.

Yucso UKII0B [P-OKHUCIEHUS JIETKO OMPEIETUTh UCXOs U3
IIPEeJICTaBJIEHHUA O JKUPHOH KHCJIOTE KaK O IIEIIOYKE
NIBYXyTJIEPOJHBIX 3B€HbEB. YK CJI0 PAa3PHIBOB MEK/TY 3BEHbSIMU
COOTBETCTBYET YHCJIY IIUKJIOB [3-OKHCIEHUA. ITY K€ BEJIUUYNHY
MO2KHO IIOJICYMTATh 110 popmyJie (n/2 -1), I7ie n — YHUCJI0 aTOMOB
yIJIepojia B KHUCJIOTE.

KonnuectBo o6pasyemoro anetu-SKoA — onpeaensercs
OOBIUHBIM JieJIEHWEM UHCJIa aTOMOB YIJIEPO/IA B 3JKUPHOU KUCJIOTE
Ha 2.
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T.x.,1Ipu KaXXa0M ITHKJIE B-OKHCIEHUS 00pa3yIoTes OAHA MOJIEKYJIa
®A/IH2 u ogna mosiekysa HAJ/IH. IlocienHue B mporecce OKUCIIEHUA B
ZIbIXaTeJIbHOH IEITH U CONPSIXKEHHOTO ¢ HUM (PochOPUINPOBAHUS JAIOT:
®A/TH2 — 2 mosiekyabl AT® u HA/ITH — 3 monekysnbl ATO, T.e. B cymme 3a
oAuH UK obpazyercsa 5 Mmosiekya1 AT®. [Ipu okucieruu
IIaJILMUTHHOBOM KUCJIOTHI 00pasyeTcs 5 X 7 = 35 moJiekys1 AT®. B
IIpoliecce -oKucjaeHusA NaJIbMUATHHOBOM KHUCJIOTHI 00pa3yeTcss 8 MOJIEKYJI
areT-KoA, kaxkiast u3 KOTOPBIX, «Cropas» B IHKJIEe TPUKAPOOHOBBIX
KUCJIOT, f1aeT 12 MmoJieky AT®, a 8 mosiekys anetun-KoA gaayr 12 x 8 =
96 mosiekysa1 ATO.

Takum oOpa3om, BCEro IPHU MOJTHOM [3-OKHCJIEHNUH ITaIbMUTHHOBOU
KHCJIOTBI 00pasyeTtcs 35 + 96 = 131 mosiekyna AT®. C yuetom ogHOMI
MoJieKyJibl AT®, moTpaueHHOU B caMOM Hadasie Ha 00pa3oBaHue
aKTUBHOU (pOPMBI NAJTBMUTUHOBON KHCI0THI (ITaTbMuTONI-KoA), 061111t
SHEPreTUYeCKUI BBIXOJI IPU IIOJTHOM OKHCIEHUU OJHOM MOJIEKYJIbI
IaJILMUTHHOBOM KHCJIOTHI B YCJIOBUAX KUBOTHOI'O OPraHN3Ma COCTaBUT
131 — 1 = 130 moJiekys ATD
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OKHCJIeHHe HeHaCbIH_[eHHbIX
}KI/IprIX KUCJIOT

OKucieHre HEHACHIIIEHHBIX X KUPHbBIX KUCJIOT B IPUHIIUIIE IIPOUCXOIUT TaK
’Ke, KaK M OKHCJIEHHEe HACBhIIEHHBIX JKUPHBIX KHUCJIOT, HO C HEKOTOPBIMU
0COOEHHOCTAMU. [[BOMHBIE CBA3H IIPUPOIHBIX HEHACHIIIEHHBIX "KUPHBIX KUCJIOT
(0;1eMHOBOM, JIMHOJIEBOH H T.J.) UMEIOT IIC-KOHPUTYpaInio, a B KoA-adpupax
HEHACHIIIEHHBIX KUCJIOT, SIBJIIOIINXCS ITPOMEKYTOUYHBIMH IIPOAYKTAMH IIpH [3-
OKUCJIEHUH HACBIIEHHBIX JKUPHBIX KHUCJIOT, ABOUHBIE CBA3U UMEIOT
TpaHCcKOoHurypanuw. Kpome Toro, mocienoBaresbHOE yaaJIEHUE
JIBYYTJIEPOTHBIX (pparMeHTOB IPU OKHUCJIEHUU HEHACHIIIIEHHBIX JKUPHBIX KUCJIOT
710 IepBOM JIBOMHOM cBsA3M AaeT A3,4-anua-KoA, a He A2,3-anuia-KoA, KOTOpbIn
SIBJISIETCS ITPOMEKYTOUHBIM IIPOAYKTOM IIPH 3-OKHCIEHUH HEHACHIIEHHBIX
>KUPHBIX KUCJIOT:
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IIpumep. OKHCIEHNE JIMHOJIEBOU KHUCIOTDI

Tak Kak 4ucI0 aTOMOB YIJIEPO/IA PABHO 18, TO KOJIMYECTBO MOJIEKYJI
aneTmi-S-KoA paBHo 9. 3Hauut npu ero okuciaeHuu B [ITK obpasyercs
9x12=108 moJsiekys1 AT®.Ucxozas u3 dopmyJisl (n/2 - 1) YKCIIO ITUKJIOB [3-
okuciieHuA paBHO 8. IIpu pacuere nosyyaeM 8x5=40 MoJiekys1 ATD.B
KHCJIOTe UMEIOTCS 2 ABOIHbIE cBsA3u. Cie/loBaTeIbHO, B ZIBYX ITUKJIaX [3-
oKHcaeHUus He obpasyetcs 2 moJiekyabl PA/[H2, uTo paBHOIIEHHO MOTEPE
4 mosiekys ATO.

Taxkum ob6pazoM, sHEpPreTUYEeCKUHN BBIXOJT 108 + 40 - 4 =144 MOJIEKYJIbI
ATO.
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OKMCNEHME XMUPHBIX KUCTIOT Y MO3BOHOYHbIX 0OECNeYMBaET N0 MEHbLUEN MEpe €

MOMOBMHY SHEPTrM, NOCTABMNSAEMOII OKUCTIMTENBHBIMMU NPOLIeCCaMt, MPOTEKAOWMMN — —
B KMETKaX NeYeHu, NoYeK, cepaeyHON MbiLLLibl U CKEMNETHbIX MbILLL, (B COCTOSIHUM
nokos). Y ronopatoLLx, NpebbIBaOLLMX B CMIAYKE XMBOTHBIX, @ TakKe Y NEpenéTHbix &
MTWL, 1P MO CYLLECTBY eANHCTBEHHbIN MCTOUHUK SHEPTMW. B TO ke Bpems B KneTkax
MO3ra OKUCIIEHNE XMPHBIX KUCTIOT HE3HAYNTENbHO UMK aXe BOBCE HE MPOUCXOIUT;
eJVHCTBEHHbI UCTOYHIK SHEPTM NS HUX — [THOKO3a.
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