OBMEH XNPHDbIX
KNCJIOT
N KETOHOBBbIX TEJI



XKnpHble KUCNOThbI B OpraHM3me 4yerioBeka UMeroT YETHoe
4YMCcno aTOMOB yrrnepoaa, YTo CBA3aHO C 0COOEeHHOCTAMMU
nX OMOCUHTE3a, MpPU KOTOPOM K YrrneBo4OpPOAHOMY
pagukany JXXWPHOM  KUCNOTbl  nocriefoBaTeNbHO
[00aBNATCA ABYXYrnepoaHble (hparMeHThil.

XUpHbI€e KHUC/IOTbI - CTPYKTYPHble KOMMOHEHTDI
pa3nn4HbIX nMnuaoB, BbINOJIHAIOT dyHKUUIO
OEenOHMPOBaHUA 3HEepPrum, TaK KakK WX paauvkanbl
copgepxar boratble aHepruen CH, -rpynnbi.

NMNpn okucneimn CH-cBA3en 23Heprn BbloensaeTcs
Oonblue, YeM NpU OKUCIIEHUU YIrNeBOAOB, B KOTOPbIX
aToOMbI yrrnepoaa yxe 4yactu4yHo okucrneHbl (-HCOH-).



B cBo6ogHOM, HeaTepudpUUUPOBAHHOM COCTOSIHUM
XUPHble KWUCNOTbl B OpraHM3mMe cogepxarca B
HeOOoNbLOM KONMu4yecTBe, HaNpMmep B KPOBWU, rOe OHU

TPaHCNMOPTUPYIOTCH 3 KOMIJieKkce C oenkom
arnboOyMnHOM.

XupHble KNCNOTbI NUNUAOB YenoBeKa npeacTaBnsAloT
cobon yrneBoOopoOaAHYH Hepa3BETBJSIEHHYK Lenb, Ha
OOHOM KOHLle KOTOpOW HaxoauTca Kapb6okcuiibHasi
rpynna, a Ha Opyrom - MeTuJZibHass rpynna (w-
yrnepoaHbin atoM). BONbLIMHCTBO XWUPHbLIX KUCNOT B

opraHuame copgepxaTt YeTHOe 4YUCrio aTOMOB yrnepoaa -
ot 16 ao 20.



XXnpHble KUCNOTbI, He coaepxalwue AOBOUHbLIX CBA3eMm,
Ha3bIBalOT HacbilWjeHHbIMHU. OCHOBHOU HacCbIWEeHHOU
XUPHOU KUCNOTOM B Jnunupax 4erioBeka sABIseTcs
naabMutTnHoBas (Ao 30-35%).

XnpHble KUCNOTbl, coaepxawue OBOWHbIE CBA3MW,
Ha3bIBaKOT HeHacbILWeHHbIMM. HeHacblWeHHbIE
XUPHbIe KUCIOTbl npeacrtaBrieHbl MOHOEHOBbIMU (C
OAHOWN ABOUHOMU CBA3bK) U MOJINEHOBbIMU (C ABYMA U
OONbLUMM YUCITIOM ABOUHbLIX CBA3EN).




D@OPMYJIbI Z/KHPHBIX KHCJIOT

Ha3BaHue Kucnorhbl

HacblWweHHbIe KUCNOoThI

CTpykTypa Kucnor

MupucTtunHoBas 14:0 CH,-(CH,),, - COOH
NanbMuTUHOBaS 16:0 CH,-(CH,),, - COOH
CreapuHoBas 18:0 CH,-(CH,),, - COOH
HeHacbiwWweHHbIe KNCNOTbI
OneuHoBas 18:1A9 CH,-(CH,),CH=CH-(CH,), - COOH
JlInHoneBas 18:2A9,12 CH,-(CH,),-CH=CH-CH,-CH=CH-(CH,), -
COOH
JlnHoneHoBas 18:3A9, 12, 15 CH,-CH,-CH=CH-CH,-CH=CH-CH,-
CH=CH-(CH,), - COOH
ApaxupgoHoBas 20:4A5, 8,11, 14 CH,-(CH,),«(CH,-CH=CH),(CH,), - COOH




CocTaB )KUPHBIX KUCJOT M TEMIIEPATYPA IJIABJIECHUA

IINIICBbLIX KHPOB

Kupbl Temneparypa | HacbimeHnHsbie HeHnachbllnieHHbIE JKHPHbIE KUCJIOTHI, %
AR, LA L 18:1 18:2 18:3 20:4 20:5
Mos1o4HbIH +(28-33) 52-70 27-40 REN <1 CJI. -
CBuHoit +(36-46) 37-45 37-50 8-10 | CJI. -
ToBstxuii +(44-51) 53-60 42-43 3-5 <1 - -
Bapaunuii +(46-55) 55-65 36-43 R 0 - -
Po1omii -(2-7) 16-20 20-22 2 3 3 6-8
Mac.ia
IMoxcostHeyHoE -(16-19) 10-12 21-34 51-68 2 - -
OsuBKoOBOE (0-6) 10-19 64-85 4-14 o | - -
Kykypy3Hnoe -(10-20) 10-14 38-40 43-47 <3 - -




CocTaB )KUPHBIX KHCJOT MOAKOKHOI0 )KMPA YeJI0BEeKA

Ha3BaHue Kucnorbl CopepxaHue, %

MupuctuHoBas 2-4

NMNanbmuTnHOBasA 23-30
NanbmuTOoONenHoBas 3-5

CrteapuHoBas 8-12

OneunHoBas 20-25

JluHoneBas 10-15
IlnHoneHoBas <2
ApaxmagoHoBas <2

OOLiee Konn4yecTBO:

HacbliweHHbIX Kucnor 40
HeHachblIWeHHbIX KUCNOT 60




[JBOUHbIE CBSAI3U B XUPHbIX KUCNOTax B OpraHuamMme YenoBekKa
UMeKT uuc-koHguaypauuro. Lnc-koHdurypaumsa ABOMHOUN CBA3U
aenaet anudgartnyeckyro uenb XUPHOU KUCMOTbl UM3OrHYTOWU, YTO
HapywaeT ynopsapo4veHHoe pacnonoxeHue HacCbIWEeHHbIX
paguvKanoB XWPHbIX Kucnot B docchonumnupaax memMobpaH W
CHUXXaeT TeMmnepaTypy nraBrieHUs.

KoHdurypauum pagnkanoB XXUPHbIX KNCNOT

A - u3nom pagukana XXMpHOM KUCIOTbl MPpU ABONHON CBA3U B LIUC-
KOHpUrypauum;

b - HapyLweHne ynopsaao4eHHOro pacrnosrioXXeHus pagukanoB
HacCbIWEeHHbIX XXUPHbIX KUCNOT B rmapocdpooHOM crioe memMbpaH
HeHacCbILWEeHHOW KUCNOTON C unc-KoHdpurypaumen BOMHOU CBSA3MW.



AAMpHBbIE KHUCJIO0ThI NMOCTYNAKT ¢ NUIIEH WIH
CUHTE3MPYIOTCH B OpraHu3zMe (kpome
HEHACBIIEHHbIX KHCJIOT).

CyoOcTparbl, HE0OOX0AUMBIE JISI CHHTE3a KHMPHbIX
KHCJIOT, 00pa3yroTCcsl NPU KATA00JaM3Me IIIOKO03bI U
TaAaKUM 00pa3oMm,

YacTh NIIOKO3bl IIPEeBpAaIllaeTcss CHA4Yaja B
"KHPHbIE KHUCJOTHbI, a 3aTEM B SKHPbI.




Xord nOyrb  KaradouM3Ma  JKHUPHBIX  KHCJIOT

3aKkaHYMBaeTcs  oOpaszoBanmeM  aleTMJI-KoA,
CJAYKAIIUM HMCXOAHBbIM CyOCTparoM /Jii CHHTE3a
KUPHBIX KHCJIOT, MPOLECChl CHHTE3a U OKHUCJICHUS
’KUPHBIX KUCJIOT HEOOPATUMBI.

OHM NPOMCXOAAT B Pa3sHbIX KOMIAPTMEHTAX KJIETOK
(OMocHHTE3 NMpPOoTEeKACT B LUTO30J€, 24 OKUCJICHHUE - B
MUTOXOH/IPUAX) M  KATAJUBUPYIOTCA  Pa3HbIMHU
(pepMeHTaAMMU.




Okuc/jieHue  KUPHBIX  KHUCJIOT  YBEJIUYMBACTCA B
HOCTAOCOPOTUBHBIN _ mepuoa, MNpPU  [OJOJAAHUU H
dusnyeckoii padore B NeYE€HW ¥ MbIIIIIAX.

IIpy ro/I0OHaHUM YaCTh JKUPHBIX KHCJIOT B IEYEHH
npeBpamaercss B JApyrue ''TomJIMBHBIE'" MOJIEKYJIbI -
KETOHOBbIe TejJa. OHM, B OTJIMYHUE OT KHUPHBLIX KHCJIOT,
MOI'YT MCHOJb30BATHLCH HEPBHON TKAHbIO KAK HUCTOYHHUK
JHEPIrum.




B-Oxuciaenue - cneuuduyeckuii myTh KaTradoau3Ma
"KUPHBIX KUCJIOT, IPA KOTOPOM OT KAPOOKCHJIBHOI0 KOHIIA
KUPHOU KHUCJIOTHI IMOCJCA0BATEJIBLHO OTACJAAETCH Mo 2
aToMa yriepoaa B Buje aneruia-KoA.

Peaknuu [-OKHCJIEHHSI M MOCJIEIYIOIIEro OKHCJIEHHS
anermii-KoA B IHTK cayxar oaHuM M3 OCHOBHBIX
HCTOYHHMKOB JHEprum s cuHreda AT®d mo mMexaHuUsmy
OKHMCJIUTEJIBHOIO (pochopuInpoBaHus.

P-OkuciieHre KMPHBLIX KHCJOT IPOUCXOAUT TOJbKO B
a’3POOHBIX YCJIOBHUAX.



AKTHUBAIMA KUPHBIX KUCJIOT

Ilepex TeM, KaK BCTYIIUTh B PA3JIMYHbIC PeaKIUU, JKUPHbIE
KUCJOTHI J0JKHbI OBITh AKTUBHPOBAHBI, T.e. CBSA3aHbI
MaKPO3Pru4ecKou CBSI3bI0 ¢ KopepMeHTOM A:

RCOOH + HSKoA + AT® — RCO ~ KoA + AM® + H,P,0.

Peakumio karajusupyer ¢pepment alnI-KoA cuHTeTasa.
BeiiequBImIMiCcT B Xode — peakuum  nupodgocdar
ruaposu3yercs ¢pepmentom nmupogocdaraszoun: H PO, +
H,O — 2 H,PO,.



Anmi-KoA cuHTeTa3a maxonuress Kak B HUTO30J1€, TAK U
B MATPHKCEe MHUTOXOHAPHI. IJTOT (epMEeHT OTJAHYACTCH IO
CHCUU(PUYHOCTH K KUPHBIM KHCJI0TAM € Pa3JUYHON TJIUHOU
YIJIEBOAOPOIHOMN LEIH.

)KI/IpHI)Ie KHUCJIOTBI (or 4 no 12 aromoB yriiepoaa)
MOI'YT IPOHUKATH B MATPUKC MUTOXOHJAPUN IyTEM TP y3un u
TaM MPOUCXOAUT UX AKTUBAIUSL.

}KI/IprIe KHUCJIOTHBI (or 12 no 20 aromoB yriepoaa),

AKTUBUPYIOTCH auua-KoA cMHTEeTazaMu, pacnojioKeHHbIMU HA
BHeEIIHel MeMOpaHe MUTOXOH/IPUIA.




Ipancnopm scupnoix
KUCaom ¢ OJIUHHOU
y2/1€6000pPOOHOU UECNBIO
8 MUMOXOHOPUAX



B-Oxkucjienue SKMPHBLIX KHCJAOT, NPOUCXOJAUT B
MATPUKCE MUTOXOHAPHUH, IOITOMY MMOCJIE AKTHUBAIUH
’KUPHbIE KHCJIOTHI JA0JKHBI TPAHCIHOPTUPOBATHCH
BHYTPb MUTOXOHAPHU.

/KupHbIe KUCJIOTHI ¢ JJIUHHON YIJICBOAOPOIHOU
HeNnbI0 NMEePEeHOCATCH 4Yepe3 IJIOTHYI0 BHYTPEHHIOIO

MeMOpaHy MUTOXOHAPHUH ¢ MOMOIILI0 KAPHUTHUHA.



KapHUTHH MOCTYNAaeT ¢ NUINeH WM CUHTE3UPYeTCs
U3 AaMUHOKHUCJIOT JU3UHA 1 MCTHOHHMHA.

B peakuusix CHHTE3a KAPDHUTHHA YYACTBYET
BurtamuHl C.

B Hapy:xHOM MeMOpaHe MUTOXOHAPUI HAXOAUTCH
depMeHT KApHUTHHAMJITPaAHCepa3a 1,
KATAJU3UPYIOIMI PeaKkmuio ¢ 00pa3oBaHueM
AIUJIKAPpHUTHHA.



AIMJIKAPHUTUH MPOXOAUT Yepe3 Me:kMeMOpPaHHOe
NMPOCTPAHCTBO K HAPYKHOU CTOPOHE BHYTPCHHEH
MeMOpaHbI U TPAHCIIOPTUPYETCH € MOMOIIBIO
KAPDHUTHUHANNJIKAPDHUTHHTPAHCJI0KA3HLI HA
BHYTPEHHIOIO IOBEPXHOCTH BHYTPEHHEe MeMOpaHbI
MHUTOXOHIPH.

Kapunrnnamuniarpancgepasa 1l karaaunzupyer
IEePEHOC AlUJIA HA BHYTPUMUTOXOHAPHAJIBbHBIN KoA.

Taxum o0pazom, ainia-KoA CTAaHOBUTCSH JOCTYNHBIM IJIs
(bepMeHTOB P-OKHUCIEHMS.



Hapyx+Has membpaHa BryTpeHHsasa memGpaHa
Uwvrosons

R{%Km\ KapHntuH —=---.
O

KapHuwiuHauwn-
Tpanchepasa |l

Manouun-KoA

POWPR020TI>TH

1. kapauTnHanuiITpancdepasa I - perynaropHsiii GepMEHT [-OKUCTCHUS;
UHruoupyercs MaloHuI-KoA.

2. * - KADHUTHHANWIKAPHATHHTPAHCJI0KA3A BO3pallaeT KAPHUTHUH Ha
[IUTO30JIbHYIO CTOPOHY BHYTPEHEH MEMOpPAHbI MUTOXOHIPUH.

3. Ha BHyTpeHHEN MOBEPXHOCTH BHYTPEHHENH MEMOPaHbl HAXOAUTCS (PEPMEHT
kapHuTHHAIMJATPaHcPepasa 11, karanuzupyromnuii 00paTHBI NEPEHOC alliiIa
C KAPHUTHHA HA BHYTPUMUTOXOHApHUaibHbIi KOA. [Tocie 3Toro anmn-KoA
BKJIIOYAETCS B PEAKIIUU [3-OKUCIICHUSI.



B-Oxucienue KUPHBIX KUCJIOT -

cneuu@uIecKril NyTh KaradoJau3Ma KHPHLIX KHCJIOT,
NPOTEKAIIUA B MATPUKCE MHUTOXOHAPHUH TOJbKO B
a3POOHBIX YCJIOBUAX M 3aKAHYUBAKOIIUICH 00pa3oBaHUeM

aneTuja-KoA.
auun-KoA cuHTeTasamu

Boxopoa u3 peakuui B-oxkuciaenus nocrynaer B IIID, a
aneTus1-KoA okucjasiercs B LHMTPATHOM IHKJIE, TaKKe
nmocrasJjasoineM Bogopoa auasa IIID.

I1o3TOMY [-OKHC/IeHHE KMPHBIX KHCJIOT - BaKHEHIIMi
MeTa00IuYeCKUil MyTh, o0ecneuynBaomuii cuure3 AT® B
ALIXaTeJbLHOU L EeNu.



p-Oxuciienne HauMHaeTcHa ¢ AerHAPUPOBAHMS_alnJI-

KoA FAD-3aBucumoun auuia-KoA nermaporeHasou ¢
o0pa3oBaHMEeM ABOMHON CBA3HM MEXKIY 0- M -aTromamMu

yIjiepoaa B NPoayKTe peakuuu - CHOMJI-KoA.

BoccranoBiieHHBIH B 3TOH peakuun KopepmeHT FADH,
nepeaaér arombl Bogopoaa B IIIID Ha kodepment Q.
B pesyabrare cuHTE3MPYOTCA 2 MOJEKYJIbI ATD.




B caeaywined peakuud P-oKHUCIEHUSA IO MeCTYy
JABOMHOW CBA3M NPUCOCTUHACTCH MOJIEKYJIAa BOAbI
TaAaKUM 00pa3oM,

yro OH-rpynna naxoaurcsa y P-yriiepoaHoro aroma
anmia, oopasys P-ruapoxkcuanuni-KoA.



3arem B-ruapoxkcuanuia-KoA oxucasiercsas NAD™-
3aBUCHMMOM AeTWIPOreHA30M.

BoccranoBiieHnbid NADH, okucasisics B 11139,
o0ecreunBaeT 3Hepruen cuHre3 3 mojaekya ATD.

OoOpaszoBaBmmniica f-keroanu-KoA nmoasepraercs

neiicTBuI0 (pepMeHTa THOJIA30M, TAK KAK 110 MECTY
paspsbiBa cBsa3u C-C 4yepe3 aToM cepbl NPUCOCTUHIACTCS
MOJIeKYJIa Ko(pepMeHTa A.



B pe3yabrare 3TOM MOCAEI0BATEIBHOCTH U3 4 peakiuu
oT anuJI-KoA oraesnsiercs ABYXYIJIEPOAHBIN OCTATOK -
aneTna-KoA. 7JKupHast Kucj10Ta, yKOpoYeHHast HA 2
aToMa yrijiepoaa, onsiTh MPOXOAUT PeaKIuu
AeTU/IPUPOBAHMSA, THIPATAIMU, ACTHIPUPOBAHUS,

oTuienJeHusa aneTma-KoA.

Jra mnocjeaoBareJbHOCTh peakuuud ("muka -
OKHCJCHUSAK), NMOBTOPHACTCH C PAAUKAIOM KUPHOUN
KHCJIOTHI 0 TeX IMop, IMOKa BCA KHCJIOTA He
IPEBPATUTCH B alleTUJIbHbIE OCTATKH.
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[TpoaykTaMy Ka)<[Aoro LMKJIA B-OKUCIEHUS SBISIOTCS FADHZ,

NADH n anerna-KoA.

XOTS pEaKIMX B KXKJIOM 'IIUKJIEC" OOHMU U TE K€, OCTATOK KUCIIOTHI,
KOTOPBIA BXOJIUT B KAXIbIA TOCIECAYIOIUAN LUK, KOpo4ye Ha 2
YIJIEPOIHBIX aTOMa.

B mocienqHeM LMKIE OKMCISETCS JKUpPHAs KHUCIOoTa n3 4 aroMoB
yIjepojia, I03TOMY 00pa3yroTcs 2 MoJieKyJabl aneTna-KoA, a He 1,
Kak B npeapiaymux. CyMMapHO€ ypaBHEHHE [3-OKHCICHUS,

HanpuMep HAJbMHTOMI-KOA wmoxer ObiTh mpencrasieHo

TaKUM 00pa3oM:

C,H, CO-KoA + 7 FAD + 7 NAD+ + 7 HSKoA — 8 CH,-CO-

KoA + 7 FADH, + 7 (NADH + H")



Ecan paccunrsiBaTth BbIX0A AT® nipu OKMCJIEHUHN
NaJbMHUTHHOBOU KHCJOTHI,

TO U3 001er cyMMbI MoJIeKYJd AT® HeoOdXoauMo
BbIUECTH 2 MOJIEKYJIbl, TAK KAK HA AKTUBAIIMIO
’KUPHOUN KUCJIOTHI TPATUTCH IHEPIrusd 2
MAKPOIPIru4eCKuX CB3EH.



Bo MHOrMX TKaHAIX OKHCJIEHHE JKUPHBIX KHUCJIOT -
BAKHbIA UCTOYHUK IHECPIrHUM.

ITO TKAHHU C BHICOKON AaKTUBHOCTbHIO (PepPMEHTOB
I TK u apIxareJJbHOM LENHU - KJIeTKHA KPaCHbIX
CKeJIeTHBIX MBIIIII, CePpAeYHAA MbIIIIA, TOYKH.

IPUTPOUHUTHI, B KOTOPbIX OTCYTCTBYIOT
MUTOXOHJAPHMM, HE MOTYT OKMCJIATH )KUPHbIE
KHCJIOTHI.



Cunre3 AT® npu MoJHOM OKHMCJICHUU
NAJbMUTHHOBOW KUCJIOThI

B-OkucneHue KonunyecTtBoO
monekyn AT®
7 NADH (ot nanbmutounn-KoA o auetun-KoA), 21

OKUCIIeHNE KaxQon MOorekyrbl KopepmeHTa B
LIS obecneunBaeT cnHtes 3 monekyn ATO

7 FADH2, OKMCNEeHNE KaXXaon Monekynbl 1 4
KodepmeHTa B LIIN3S obecneunBaeT cuHTES 2

mMonekyn AT®

OkuncneHune kaxaon n3 8 monekyn auetun-KoA B 96

LITK o6ecneunBaet cnHTe3 12 monekyn ATO

CymmapHoe konnyectBo monekyn ATO, 1 31
CUHTE3MPOBAHHbIX NPWU OKUCIEHUN OLHOM
Mornekyrnbl nanbsMutonn-KoA




Perynsauna ckopoctu -oKkncneHus

B-Okucienne - MeradOJIUYEeCKUH MNYTh, IMPOYHO
CBA3aHHbIA ¢ padoroun IIID wu oO0mero mnyru
KaTadom3Ma.

IloaTOMYy ero CKOPOCThH peryjaapyercs
IOTPEOHOCTHIO KJIETKH B IHEPIrUH, T.€C.
coornomeHusaMu ATD/AJID u NADH/NAD®, Tak xe,
Kak U ckopoctb peakmu IIID m o0mero nyru
KaTradom3ma.




CkopocThb P-OKHMCIeHUS B TKAHAX 3aBUCUT OT
JHOCTYITHOCTH CyOcTpara, T.e. 0T KOJIMYEeCTBA JKUPHBIX
KHUCJIOT, MOCTYIAKINUAX B MUTOXOH/IPHUH.

KoHueHTpanusa cBOOOAHBIX KUPHBIX KHCJIOT B KPOBH
IMOBbINIAETCS NPU AKTHBAIMH JIMII0JIN3A B :KUPOBOI

TKAHHU MPHU IOJIOJAHUM MO AercTBHEM [VIIOKATOHA U
npu pu3n4ecKor padore mox AecTBUEM

aJipeHAJINHA.




B 3THX YyCJ0BHAIX KHPHBbI€ KHCJIOTHI CTAHOBATCS
NPEeMMYINEeCTBEHHBIM HMCTOYHHUKOM JHEPrum JJIs
MBI ¥ MeYeHH, TAK KaK B pe3yJbTare B-oKucjaeHus
oopasyrorca NADH um anernin-KoA, mHruoOmpymommue
NUPYBATAECTrHAPOTreHA3HbIA KOMILIEKC.

IIpeBpamienue nupyBara, oOpa3ylmeroca M3
IJIIOKO03bI, B aneTHJI-KoA 3amenisiercs.



Taxke HAKAIIMBAIOTCS MPOMEKYTOYHBIH
MeTa00JIMT INIMKO0JM3a, [JIIK030-6-hocdar.

L1110k 030-6-(pochaT MHrUOMPYET FEKCOKMHA3Y U
NPensiTCTBYEeT UCMOJIb30BAHMIO IVIIOKO3bI B IpoIecce
IVIMKOJIM3A.

! Takum oOpazomM, npeuMyeCTBEHHOE
HUCI0JIb30BAHHE KUPHBIX KHCJIOT KAK OCHOBHOI'0
HCTOYHUKA JHEPIrMM B MbIIIEYHO! TKAHU U NeYEeHHU
coeperaer IIOKO03y J1Jis1 HCPBHOU TKAHU U
IPUTPOLMTOB.



CkopocTth [}-OKHC/IEeHMA 3aBHCUT TaKKe OT AKTHBHOCTH
(bepMenTa KapHUTUHAIMJATPaHChepa3sl 1. B nmeyenun 3ror
(bepMeHT HHrHOUpYeTCH MAJTOHUII-KoA.

B a0copOTHBHBIN @EpHUOA B IEYECHH AaAKTUBUPYETCH
IVINKOJIU3 M YBeJINYUBAETCHa oOpa3soBaHue aneTua-KoA wu3
nupyBara.

Auneruii-KoA npespamaercsa B MajJgoHuI-KoA. MaJjioHlI-
KoA MHruoupyer B-oxkucjaeHue )KUPHbIX KHCJIO0T, KOTOpPbIE
MOI'YT MCII0JIb30BAaTHCA AJIS CHHTE3a KU pa.




a-OKucnenue
HCUPHBIX KUCTIONT



B aunuaax Mo3ra 1 HEpBHOM TKAHM NPe00J1agaloT
"KHUPHBbIE KHCJIOTHI C 0Y€Hb JJIMHHOM 1eNnblo - 0oJ1ee 20
YIJIEPOJAHBIX ATOMOB.

OHH OKHCJISAIOTCA 110 TUIY U-OKHCJIEHUSI, IPHU
KOTOPOM OT KMPHON KHCJIOThI OTIHEINJIACTCS 10
OZIHOMY aToMy yriepoaa, B Buae CO
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ITOT NYTh KaTa00J1M3Ma )KUPHbIX KUCJIOT He CBA3AH
¢ cuHTe30M ATD.



ObMEH
KETOHOBBbLIX TEJI



B oriiMyuMe OT APYrux TKAaHed MO3L M HepBHAS
TKAHb MPAKTHYECKHM HE HUCHOJb3YHT IKUPHBIE
KHUCJIOTHI B KA4eCTBE UCTOYHUKA JHEPIUM.

B II€YE€HHU YacTh )KMPHBIX KHCJIOT NMpeBpanaercs

B KETOHOBDLIE TEJIA, KOTOPbIE OKUCIAIOTCH MO3I0OM,
HEPBHOM  TKaHbIO, MbIILAMHU, oOlecreyuBasi
A0CTATOYHOE KOJIUYECTBO JHEPIruM AJasl cuHTe3a ATD
U YMEHbIIAA NOTPedIeHUE IVIHOKO3HI.



K KeTOHOBBIM TeJIaM OTHOCHAT
B-rugpokcudyTHpar, aneroaneTar u ameToH.

IlepBbIe ABe MOJIEKYJIbl MOTYT OKHCJISATHCH B TKAHAX,
o0ecrneunBasa cunre3s ATOD.

AIIETOH o0pa3yercs TOJILKO MPH BHICOKHX
KOHI[EHTPALUSIX KeTOHOBBIX TeJI B KPOBHM H,
BbIIEJAACH C MOYOM, BbIAbIXaeMbIM BO3AYXOM M
I0TOM, IIO3BOJISIeT OPraHU3My M30aBJIATHCH OT
H30LITKA KETOHOBBIX TeJl.



IIpy HU3KOM COOTHOIIICHUH
HHCYJIUH/TJIIOKATOH B KPOBH B KMPOBOM TKAHU
AKTUBHPYETCH paciaja ;KUupoB.

AMpHBIE KHCJIOTHI NMOCTYNAKOT B INEYEHb B
0o0JIbIIIEM KOJHMYECTBE, YeM B HOpPMeE, MMOITOMY
YBEJIUYNBACTCH CKOPOCTH [B-OKUCJICHUS.



CHHTe3 KETOHOBBIX TeJ HAUMHAETCS C BBaHMOHeﬁCTBHH )IByX

MOJIeKYJI aneTHJI-KoA, koropeie mox aeiicreuem pepmenTa
THOJIa3bI 00pa3yloT aneroaneTua-KoA.
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C auneroanerui-KoA B3aumoaeiicTByeT TpeThsi MoJiekyJia aneTui-KoA, o6pa3sys 3-
ruapokcu-3-metmiarayrapuia-KoA (I'MI'-KoA). D1y peaknuiwo kKarajiu3supyer
¢pepment I'MI'-KoA-cunraza. Jlanee I'MI-KoA-nmuaza  karaausupyer
pacmenenne I MI'-KoA na cBo6oaublii aneroanerar u anetui-KoA.



B KJileTKax nme4yeHu Npu aKTUBHOM [B-OKHCJICHUHA
co31a€rcH Bbicokasg KoHUeHTpauust NADH. JTo
CIIOCOOCTBYET MpPEeBPALICHUIO 00JIbIIIEH YaCTH

aleroanerara B B-ruipokcudyTHpaT, mno3IToMy
OCHOBHOE K€TOHOBOE T€JI0 B KPOBH - HMEeHHO [3-

TUAPOKCUOYTHPAT.

IIpu rosiogaHuu AJ1 MHOTHUX TKAHEH JKUPHbIE€ KHUCJIOTHI U
KETOHOBbIE TeJIa CTAHOBATCS OCHOBHBIMM TOIJIMBHBIMU
MoJIeKyJaMu. [T1I0K03a NCI0JIb3yeTCs B MEPBYIO OYepeab
HEPBHOM TKAHBIO U YPUTPOIMTAMM.



Ilpy BBICOKOM KOHIEHTpamuu aleroanerara

4YacThb €ro JAeKapOOKCHJIMPYETCH, NpeBpallasicb B
AllCETOH. AIETOH He YTHJIU3HPYETCHA TKAHAMH, HO
BbI/J1EJISIETCHA C BbIJIBIXa€MbIM BO31YXOM U MOYOM.

Takum nyrém opraHusm yaajaser H30bITOYHOE
KOJIMYECTBO KETOHOBBLIX TeJI, KOTOPbI¢ HE YCIIEBAKOT
OKUCJIATHCH, HO, SABJAACHL BOJAOPACTBOPUMBbIMH

KHCJIOTaAaMM, BbI3BIBAIOT AIIH/103.



Ilpu rojioxanum B pesyJjbrare Jeucreusa [NIDKAroHa

AKTUBHMpPYeETCs JIMIIOJIN3 B ;KUPOBOM TKAHU M B NEYECHH.

Kosm4ecTBo OKCAJ0ALE€TATA B MUTOXOHAPHUAX YMEHbIIIAETCS,
TaK KaK OH B BHJ/I€e MaJ1aTa, BLIXOAUT B IMTO30J1b, I7l€ ONSTH
MPEeBPAINAETCHA B OKCAJI0ANETAT U UCIOJIb3yeTCS B
VIFDKOHEOTeHe3e.

B pesyabrare ckopocth peakuui IITK u okuciaeHue aneruJi-
KoA 3amenisrorcsa. Konnenrpanusa anerui-KoA B
MHUTOXOHAPHUAX YBCJIUNUYUBACTCSH, U AKTUBUPYETCH CUHTE3
KETOHOBBIX TelJl.

CHHTe3 KETOHOBBIX TeJI YBEJIMYMBAECTCH TAKKe IPH CAXaPHOM
nuaoere.



AMWHOKUCNOTHI

Nenarouvur




Pe2ynauusa cunmesa
KemoHO6blX mel



PeryasaTopHbini (epMEHT CHHTE3a KETOHOBBIX TeJa -
I MI -KoA cunTa3a (3-ruapokcn-3-mernarayrapuia-KoA)

e Cunre3 I'MI'-KOA-CHHTA3bI yBeJIMUNBAETCS MPH
NOBBIIIEHUH KOHIEHTPAIHH KHPHBIX KHCJIOT B KPOBH.
KoHIleHTpanus ;KHPHBLIX KHCJIOT B KPOBH
YBeJIHYHBAETCSI IPH MOOMIN3AIIHY JKHPOB U3 ;KHUPOBOH
TKaHHU MO AelicTBHEM IIIOKAroHa, aJpeHaJnHa, T.e.
NpH TOJIOAAHUN WK (U3NIecKoi padorTe.

e I MI -KOoA-CMHTA3a MHTUOUPYETCS BLICOKMMH
KOHUEHTPAUMAMU Ko(pepMeHTa A.




« Korga nmocrymieHue ;KMPHbIX KHCJIOT B KJIETKH
IeyeHu ypeanunBaercsa, KoA cBa3bIBaeTcsi ¢ HUMH,
KOHIeHTpauusa cBo0oaHoro KoA cumxkaercsi, u
(pepMEHT CTAHOBUTCSI AKTUBHBIM.

e Eciiv noCcTyIIeHHE S KUPHBIX KUCJIOT B KJIETKHU NMeYeH!
YMEHbIIAETCSH, YBEJIHYNBAECTCH KOHIEHTPAIMSA
cB000aHOr0 KoA, nHruoupywmero ¢pepmMeHT.

11! CaenoBarejibHO, CKOPOCTH CHHTE3a KETOHOBBIX TeJl
B IleYEHU 3ABUCHUT OT MOCTYIJICHUS KMPHBIX KHCJIOT.



le/l JJINTECJIBHOM IOJIOAAHNHN KETOHOBLIC TECJIA
CTAHOBATCH OCHOBHBIM HCTOYHHUKOM JHCPI'UHA A1
CRCJICTHbBIX MbIIIII, CEPALla U IMTOYCK.

1! Takum 00pa3zoM, IIIIOK03a COXPaHSETCH AJIA
OKHCJICHUS B MO3Ie M JPUTPOLIUTAX.

Yike yepes 2-3 IHA MOCJe HAYAaJIa roJ0daHUus
KOHIIEHTPALUS KETOHOBBIX TeJI B KPOBH A0CTATOYHA /I
TOI0, YTOOBI OHHM MPOXOANJIM B KJIETKH MO3ra U
OKHUCJISIJIUCH, CHUKAA ero MOTPEeOHOCTH B IVIIOKO03€.



Ketoaunaos

B HopMe KOHIIEHTPAI Ml KeTOHOBBIX TeJI B KPOBH
cocrasJasieT 1-3 mr/aa (mo 0,2 MM/i1), HO IPH rOJIOAAHUHA
3HAYUTEJIbHO YBEJINYMBACTCSH. YBEJIHUYEHUE KOHIEHTPALUN
KETOHOBbIX TeJI B KPOBH HA3BIBAIOT KeTOHEeMMEN, BbIJIeJICHUE
KETOHOBBIX TeJI ¢ MOYOH - KETOHYPHEH.

KeToanuao3 10CTUraeT OMacHbIX BEJIUYHH MPH CAXaPHOM
auadere, KOHIEHTPANUS KETOHOBBIX TeJ MOKET A0XOAUTH 10
400-500 mr/ma.

Tsxenasa ¢popMa auua03a - 0OAHA U3 OCHOBHbBIX IIPUYUH
CMEPTH IPH CAXapHOM auadere.



