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AKTYAJIbHOCTh TEMBI

JInmnonus — mporecchl KatabonusMa (MOOMIIM3ALMK) JKUpa B
OpraHu3Me:

ruposin3 TAI' — 3HEPreTHYeCcKoro «3amnaca» B KUPOBOM TKAHU

okuciienue BJKK B kjeTkax pa3IM4YHBIX TKaHEH ¢ 00pa30BaHUEM
sHeprun ATO

3HaHne OMOXUMHUYECKAX OCHOB JIMIIOJIN3a U CBA3aHHOIO C HUM
0o0MeHa KETOHOBKIX TEJI HEOOXOIMMO JIJI ITIOHUMAHUS
METa0OIMYSCKHUX IIPOIIECCOB, 00CCIICUNBAIOIINX OPTraHU3M
SHEPTUEH MPHU PA3IUUYHBIX €r0 COCTOSHMSX, BKIIIOUAs IaTOJIOTHUIO
(caxapHbIi quadeT)

HapyiieHne oKUCICHHS JKUPHBIX KUCIOT JICKUT B OCHOBE
maTroreHesa psjaa 3a00JIeBaHUI YeI0BEKa



I 1AH JTEKIIMM

I'mapomuz TAT
Oxucnenne BJKK
Hapymenus npomecca okucnenusa BKK
Perynauus iunonansa
MeTaboan3M KETOHOBBIX TEJ



LLEIs TEKIIMM

3HaTh: OMOXUMHMYECKHE OCHOBBI IIPOIIECCOB
MoOmnu3anuu )upoB (rugpoinn3 TAI™ u Gera-okuciacHue
B)KK) u MeTaboym3Ma KETOHOBBIX TE€JI B OpraHH3Me
YEJIOBEKa

3HaHUS O XMMHUKO-OHOJIOTHYECKOM CYIITHOCTH MPOLIECCOB
MOOMJIN3ALNH KHpa HEOOXOAUMBbI JJISI IOHUMAaHHUS
[IATOTCHETUUYCCKUX OCHOB 3a00JIeBaHUH,
COIIPOBOXKIAIOIIUXCSI HAPYIICHUEM IIPOLISCCOB JIMIIOIMN3a



I'maroms TAT

[IpoucxoauT MpU TrOJOAAHUU, JJIUTEJILHOU (PU3UYIECKOU

Harpy3ke, cTpecce, IPEUMYIIECTBEHHO B YKUPOBOM TKAHM.

AKTHBaLYS JIUIOJINU3a COIPOBOXKIACT CaXapHblil JHAOET.

3HayeHHe mpouecca: o0EClEUeHHWE OpraHu3Ma SHEpPruci
(95% »nHepruu, oOpazyroulIercs Mpu MOOWJIM3ALMU KUpPa
npuxoautcs Ha BXKK, 5% - Ha runepon)

KiroueBoit pepment: T4l -nunasza, unu mxkanesas aunaza
IIponykrsl ruapoausa: BJXKK u munepoin
Hcnonp30BaHuEe NPOAYKTOB TMAPOIN3A:

IMLEPOoJ — MeYeHb (CHHTe3 rIKo3bl), BAKK — MHorue
TKAHHU (OKHUCJIeHHe ¢ o0pazoBaHueM ATD)

BKK B xpoBu 00pa3yrOT KOMIUIEKC ¢ albOyMHUHOM (MEPUO/T
noayBeiBeAeHUa BJKK — 5 muH)

[JIMIIEPOJI TPAHCTIOPTUPYETCSA B KPOBU 0O€3 MEPEHOCUHKA

\»



OxuciaeHuE B KK

BXK tpancnoprupyrorcs uyepes LIIM mnyrem mpocroit

g dy3un

Tpancopt BJXK B 1uTo301€ OCYIIECTBISAIOT  OCJIKH-
MIEPEHOCUYUKU — Z-0e1KU

OcHoBHOM 1niyTh Karabonmu3amMa BIXKK: [B-okucienme B
MHUTOXOHAPHUSX (Mex1y aroMaMu yriepoaa o(C2) u B(C3)

Tpancriopr BJKK B mMarpukc MHUTOXOHAPHUH NPOUCXOAMUT ITPH
y4aCTHUU KAPHUTHHA

HaunOonpiiass akTUBHOCTh MPOIECCa OKHUCICHUS B CepAeYHOH,
CKeJIETHOM MbINIIAX, IIeYeHH

BKK, oOpazyromuecs npu rugponuze TAI' B )KUpOBOM TKaHH,
He MPOXOAAT Yepe3 reMarodHuedaIndeckuii dapbep

B/KK He OKHCJISAIOTCA B 3pUTPOUMUTAX (HET MUTOXOHAPHUN )



ITATIBI KATABOIIM3IMA BJKK B TKAHSX

AxmuBanua B/KK B mumrommazme ¢
O6p330BaHH€M aan-KoA (peakuusi paccMOTpeHa B
npeapaymux Jekuuax) 1 TPAHCIIOPT 4YCPC3 HAPYIKHYIO
MEeMOpaHy  MUTOXOHJAPHH IIYyTEM MOPOCTOM

g dy3un

Tpancnopr anmnin-KoA B MaTpukC MUTOXOHIPUM:
oOpa3oBaHMe ANUJIKAPHUTHH-TIPOU3BOIHBIX

CooctBeHHO B-okmncienue BXKK



OxuciaEHUE BKK: stAan 2
TraHCTIOPT ALIWI-KOA B MATPUKC MUTOXOHJIPUIA

Tpancnopr amun-KoA B MHTOXOHAPHAJIBHBIN
MaTPUKC OCYIIECTBIISIETCA C YUACTUEM KAPHUTHHA

KapHUTHH: Y-TpUMETHIaMUHO-B-THIPOKCHUOYTHPAT

CHUHTC3HUPYCTCs B IICHCHHU M IIOYKAX N3 MCTHOHHHA U
JIM3UHA

[Touemy KapHUTHHA OCOOECHHO
MHOT'O B MBIIIIEYHON TKaHU?

C KakoM EeJIbI0 KapHUTHUH Kak bA |
HCIIOJIB3YIOT B CIIOPTUBHOU
IIPAKTUKE?




DEPMEHTHI TPAHCIIOPTA BJKK B Mutoxonapumn

Kapnumunauyunmpancgepaza I — «paboTaet» B
MEXMEMOpPAHHOM MPOCTPAHCTBE (IIEPEHOCUT OCTaTOK
BXK ¢ ammn-KoA Ha kapHuTHH ¢ 0Opa3oBaHUEM
allMJIKapHUTHHA)

AIMJIKADHUTUH TIEPEHOCUTCA W3 MEKMEMOPaHHOTO
IMPOCTPAHCTBA B MATPUKC MHUTOXOHJAPHUU C Y4aCTHUEM
MPAHCI0KA3bl

Kapnumunauunmpancegepaza II — «pabotaer» B
MATPUKCE MHUTOXOHJAPUM (KaTaJIM3UPYET OOpaTHYIO
peakiro ¢ oopazoBaHueM anii-KoA v KapHUTHHA)



OBPA3OBAHME ALIMJIKAPHUTUHA — TPAHCITOPTHOM
o0PMbI BJKK B MUTOXOH1PMM

Kapumnnmull- BR

H Tpaucdepasa s

RC~SKoA + (CH,),ﬁ-CH,-SH-CH,-COOH: * (CH,),N-CH,-CH-CH,-COOH+HS-KoA
Kapuurusaumn-

Aunn-KoA Kapavwmun Tpancepasa Il ATHIKADHHTHH




AT® AM®D+PPj
RCOOH+HS-KoA RCO~SKoA

Hapyxitas
MCcMOpaHa
MHTOXOIIPHH

Kapiurtun AIMIKADHHTHH

BHyTpeHHSsS
MemOpaHa
MHTOXOHAPHH

HS-KGA /iao iy RCO~SKOA

KapHuTHH  AlIKapHUTHH J
B-OKHCIeHHE




OxuciaeHnE BXKK: stan 3

BETA-OKUCJIEHUE BJKK
B-oxucnenne BXKK — nponecc muKiInuecKui

Kaxxapiii 000pOT LIKKIJIA 3aKaHIMBACTCS 00pa30BaHUEM
artetrii-KoA, NADH u FADH2

[Tocne kaxxaoro obopora nukna BXKK craHoBurcsa kopode Ha
2C

KonnyecTBO UKIOB U 00pa3yIOIMIMXCs MOJIEKYJT aneTui-KoA
3aBHUCUT OT KOJIM4eCTBa atroMOB yriepoaa B BJKK

Kaxxmas mosiexyna anetuii-KoA okucnsiercs B mukie Kpedca
C HOCJIEAYIOIIUM OKHMCIIEHUEM BOCCTAHOBJICHHBIX
xkoepmenToB B I{I1D u cmocoOCTBYeT, TakuM 00pa3om,
obOpazoBanmio 12 AT® (BcriomHHUTE, KaK oOpa3yrores 12
AT® 3a cuer monHoro okucienus anetmii-KoAl)

NADH u FADH. , o6pa3yromuecs B KaxJa0M IIHUKIIC,

OKHCJISIFOTCS B L[l'fB’, croco0cTBys 00pa3oBanmio 5 ATD (3 +
2)



XOJ1 PEAKLIUKA BETA-OKUCJIEHUSA BIKK

ammi-KoA + FAD™ — A’-mpanc-enona-KoA + FADH,
(auun-KoA oezuopozenaza, okucienue Mexay ao-p-C)
A*-mpanc-enomnn-KoA + H,O — pB-ruapoxcunammni-KoA
(enounzuopamasa)

B-ruapokcuannia-KoA + NAD" — pB-keroanmia-KoA +
NADH + H" (f-euopoxcuauun-KoA decudpozenasa)

B-ketoanmia-KoA + HS-KoA — anmerni-KoA + amuin-KoA
(nC-2) (f-xkemoayun-KoA muonaza, THUOIUTUUECKOE
pacuiemieHue Mexay a-B-C)

Cxemy peaxyuti Yukaa cm. Ha cled. caauoe



a
R-CH,—CH,-CH,-g‘-SKM - Aust-KoA

Awer-KoA aentaporenasa @ FAD
FADH, — & LIN3 Ha Q - 2 AT®

‘R-CH -CH=CH- ~SKoA - Enowr-KoA

Exomanuparasa @lﬁ H,O

H
R-CH,—2H-CH,- ~SKoA - pB-I'mapoxcxaumn-KoA

B-I'napoxcaowet- KoA t NAD'
aenaporenana O — NADH+H’ — b LUT3 na FMN — 3 AT®

R-CH,-g-Cll,-g'-SKoA - p-Keroamer-KoA

f-Keroaunt-KoA ruonaza HSKoA

CeayIouHA uMx 4= R-CH,-CH,-g'-SKoA H,C-C~SKoA - Auctitt-KoA — B UTK— 12 ATO®

o

Broxncacmn Aunn-KoA (nC-2)




[TomHoE okuciaeHUE BJKK

IHosHoe okucienue B2AKK B MUTOXOHAPUSAX 10
CO2 u HZO BKJIIOUYaeT 3 3Tana:

B-okucienne ¢ oOpazoBaHueM aneTuia-KoA,
NADH u FADH2 B KQXXJIOM ITUKJIE

OxucJiieHHue aneTnia-KoA B LTK C
oopasosanuem 2CO,, SNADH, FADH,, AT®
(myTem cyOcTparHoro pocpoprIMpoOBaHM)

OKHCIEHHME BOCCTAHOBJICHHBIX KO(PEPMEHTOB
(NADH, FADH,)), obpaszoBannbix Ha | u 2
sranax, B {119



IHEPTETUKA TIPOLIECCA TTOJHOT'O OKUCJEHUA
HACBIIIEHHON BXKK

m/2-12+m/2-1)*5] -1, rie

n - koauuectBo C-aromoB B BJKK

n/2 — KOJIM4ECTBO MOJEKYJ aneTui-KoA, o0pazoBaHHBIX
B Ipoliecce P-OKUCIICHUS

12 — xommuectBO MOJIEKY)T AT®, CHHTE3UPYIOLIUXCS
npu ojaHoMm okuciaeHun anetui-KoA (I[TK, LI19)

(n/2 — 1) — KOJIMYECTBO LIUKJIOB 3-OKHUCICHUS

5 — xommuectBo MoJiekyal ATd, oOpa30BaHHBIX B
KQXJIOM IIMKJIE 34 CUET 2-X PEAKIIUN NETUAPUPOBAHUSA

1 —3arpara 1 mosiekynbl ATO Ha aktuBanuo BIXKK



Paccunraite sHEpreTUYECKUN BBIXO
MOJIHOTO OKUCJICHUSA MAJIbMUTUHOBOU U
CTCApUHOBOM KHUCIIOT (CTapalTech HE
MIOJIB30BaThCS POPMYIIOH, CICTYUTE JIOTUKE
coObITHI1!)

[logymariTe, 4eM OTIMYAETCS OKUCIICHUE

_, HACBIILICHHBIX U HEHACBILICHHBIX KUPHBIX
—— KWCJIOT. Y YATBIBAWTE, YTO IIPU OKUCIICHUU
HEHACBIIIEHHBIX KUPHBIX KUCIIOT «paboTacT»
yuc-mpanc-uzomepasa, NEpeHo cAIas
JIBOMHYIO CBSA3b U3 MOJOXKECHUS A3 B

nonoxenue A2

Paccuuraite s3HEpreTUYEeCKUil BbIXO MOJTHOTO
OKHUCJICHUS OJICMHOBOM Y apaxuJ0HOBOU
KUCJIOTHI



JIPYTHE 1yTH OKHUCIIEHNS B/KK

BE3 CUHTE3A AT®
ﬂ-oxucnenue 6 nepokcucomax.
BKJIFOUACTCS MPU AUETE, OOraTou XupaMu

ooecrieunBaeT pacuieruieane BXXKK ¢ konmdectBoM atomMoB
yriepoaa oosee 20

MPOAYKT — aneTwi-KoA u Hz()2
a-OKUcC1eHue: IOCJICAOBATEIIHHOEC OTILCILICHUE
OTHOYTIIEPOAHBIX (DparMeHTOB (TKAHH MO3Ta)

w-oKucaenue: TIpy ydactud 1umToxpoma P-450 ¢

00pa3oBaHMEM OUKAPOOHOBOM KMCIIOTHI, KOTOpas Aaliee
pacuierigseTcss nyTeM [-okucieHus 10 agunuHoBoi (C6) u
cyoepunoBoii (C8) KUCIOT, yIAISIOIIUXCSI ¢ MOYOM



Hapryiienug nroriecca okuciaedansa BJKK

IpuyuHbL:
HenocTarouHOCTh KapHUTHHA WM KapHUTHHALMITPaHChEpa3bl

MBpIiiedHas ¢1a00CTh, MHAJITHS, CIIa3Mbl, MUOTJIIOOMHYPHS, THIIONIUKEMUS (110
MIPUYMUHE YCUIICHHOTO MCIOJIb30BAHUS IITIOKO3bI B KAYECTBE YHEPTreTUYECKOTO
cyOcTpara U CHUKCHUS CKOPOCTH CHHTE3a IVIIOKO3bI h3-3a HexBaTKu ATD)

SImalickas ppoTHas 0ose3Hb (yroTpedeneHrne B MUY HE3PEIbIX IIOI0B
aKH, COJICpKAIIUX TUIONIUIIAH, KOTOPhIA HHruoupyeT anui-KoA -
neruporeHasy): moseimaercs yposeab CJKK B kpoBH, pa3BUBaeTCS
anna03, KUPOBOE NEPEPOKICHUE TIEUCHU, TUTIOTIIMKEMUS, CBI3aHHAS C
TOPMOXKECHUEM CUHTE3a IIIFOKO3bI

bonesus Pedhcyma — HeBposioruueckoe 3a00iieBaHue, 00YCIOBIEHHOE
BPOXKJICHHBIM HAapyIlIeHUEM o-0oKucieHus KK

Cunapowm llenbBerepa — HacIeACTBEHHOE 3a00JIEBaHHUE, CBA3AHHOE C
OTCYTCTBHEM NEPOKCUCOM U okuciieHuss BXKK B Hux



PErvisinus JUnoJn3A

['opMOHabHAS PETYNALMS IYTEM U3MEHECHUS
AKTUBHOCTH KJIFOUYEBBIX (DEPMEHTOB JIMIIOJIM3a

AJtocTepuyeckas peryisiuus (epMEeHTOB JIUIOIN3a

[ukn Panana. BlauMmonaelcTBre yriIeBOJHOIO OOMEHA U
JINTIOJIN3a



I OPMOHAJIBHAS PEI'VJIALA JIMITOJIN3A

I'mapponu3z TAI' m oxkucnenme BJKK npoucxomutr B mepuon
rojogaHus (IJIIOKArOH, KOPTHU30J1), cTpecce M (pu3nYeCKux
HArpy3Kax (aJpeHaJTuH, HOPAJAPEHAJIUH U KOPTU30J1)

Mexanusm peryjsiiud KOpTU30J10M: HHAYKIMUA cuHTe3a TAT -
JIATIA3bI

MexaHu3M peryJasiiiui [NIIKArOHOM M KaTeX0JAMUHAMM:

aktuBaug TAl'-mumassl W uHakTUBaAUg  aneTwi-KoA
kapOokcunasbl (kiroueBoro (epmenra cunte3a BXKK) myrem
dochopuaupoBanuss ¢ ydacTHEeM NOPOTEHMHKHWHA3pl A W
aJICHUIATLIMKIA3HOIO0 MEXaHu3Ma Mepeadyn CUrHana (Cm. cxemy
Ha cieo. caauoe)

docdopunupoBaHue O€iKa MEPUJIUIIMHA, MOKPBHIBAIOIIEIO Kalllu >KUpa.

dochopuaupoBaHHBIN OEJIOK OTHAENSIETCS OT Kameidb >KUpa, U MOJICKYJIbI
TAI cTaHOBATCS JOCTYNHBIMU JJIS JIAMA3bI



G,
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Heaxkruenas ITKA C+C
Axtusuan ITKA
TAT-aun23a,e94r. —" TAT-nmnasza .
ATD AdD

MexaHn3M akTUBanuM Jinoausa (rugponnsa TAID) npu
yYaCTHH TJIIOKaroHa U KaTeXoJaMHHOB



AJUTOCTEPUYECKAS PEI'VJIALINA JIMITOJIN3A

Kapnumunauyunmpancegepaza I — annocmepuueckuii
hepmenm:

AxtuBaropel: AJ®, AMOD (mbimnesl), anui-KoA
(IECYEHD )

NuarunouTtopsr: AT® (Mbliisl), MaTOHWI-KOA (mie4eHb)



Huka PaH1IA

[{uki Panmna — camoperynupyemasi cuctema
cyocTpaTHOl KoopauHaiuu (0e3 y4acTus TOPMOHOB)
SHEPIEeTHUECKOTO OOMEHA YIIIEBOIOB U JKUPOB B TKAHSIX

DOyHKIHSA: TEPEKITFOYEHUE SHEPTETUUECKOTO 0OMEHA C
TIIOKO3BI TIPH €€ HEeIOCTATKE B KPOBH Ha JKHPHBIC
KHCJIOTHI, a TaK)KE€ aKTHUBAIIUS IIIOKOHEOreHe3a B IIEUCHHU
C IIEJILI0 00SCITIEYCHUS TIIOKO30M 0OJIMTaTHO
rnuko3mupyronmx tkaner (LJHC)

[IpuHIMI paOOTHI IIUKJIA 3aKIIOYACTCS B aKTUBAIIUN
KaTa0oJn3Ma JTUIIUIO0B IMPH CHIKEHUHN KOHIICHTPAITUU
IJIFOKO3bI B KpoBHU U crtocooHocTr BXKK u anetni-KoA
pPEryanpoBaTh aKTUBHOCTD KJIIOUEBBIX (DEPMEHTOB
IJIMKOJIN3a, IIFOKOHEOT€HEe3a 1 TIIMKOTreHe3a



CXEMA U MEXAHM3M PABOTBI LIMKJIA PaHIIA

| Tmroko3a B kpoBu — 1 unonu3 (ruaposini TAI' B dKUPOBOM TKaHM)
— 1 B-okucnenue BXKK B meuyeHu u MplIIIax — | yTHJIM3aKs
[JIFOKO3bI B [ICUEHU, MBIIIAX — | IJIFOKO3a B KPOBU — | YTUJIHA3ALIMS
[JIFOKO3bI B JKUPOBOM TKAHU — | JIMIIOJIU3

buoxuMuUYeCcKU MeXaHU3M padoThl MKJIA:

1 B-oxucnenue BXK — 1 anetun-KoA u nutpar — | kitoueBbie
dbepmenThl ukoau3a, [1JIK, 1 nmupysart, 1 nupyBaTkapOOKcHIa3a
(bepMeHT cuHTEe3a MIFOKO3bI U3 ITUpyBara) — | IIIMKOIU3, HO 1
[JIFOKOHEOTeHE3 — | IIII0KO3a B KPOBU

BJXK BBI3BIBAIOT JUCCOLMALIAIO IIPOTOMEPOB ITIUKOTC€HCUHTA3BI,
HHTUOUPYSI TJIMKOTE€HE3, YTO TAK)KE MPUBOAUT K MOBBIIICHUIO
COZEPKAHUSA TIIFOKO3BI B KPOBH



CHHTE3 KETOHOBBIX TEJI

CyoOcTpar: anetuin-KoA, o0pa3oBanHbIl B xoj1¢€ P-okucienus BXXKK
MecTO CHHTE3a: MUTOXOH/IPUH I'€NaTOLMTOB

YciaoBus aKTUBAIMM MPOLECCa: BbICOKasi CKOpOCTh okucieHus BIKK,
ocoOeHHO Ha (oHEe HeJOoCTaTKa YIJIEBOJOB: TIOJIOJJaHUE, IJIUTEIbHAs
MBbIII€YHasl padoTa, IprUeM MUIIM, O0raTol )KMpaMH, CaXapHbIi JUa0ET

3navyenue npouecca: KT — ocobas tpancnoptHas gopma anetuin-KoA,
00pa3yronierocst B eYEHU B pe3yIbTaTe aKTUBALIMU MPOIIECCa OKUCTICHHUS
BXKK. Ins anermi-KoA meMOpaHbl KJIETOK HenpoHUIlaeMbl. CUHTE3UpYS
KT, nedeHp Takum o00pa3oM 00€CHEYMBAECT KIJIETKU JPYrHMX TKaHEH
JOTIOJIHUTEIIbHBIM UCTOYHUKOM SHEPTUU

CJaencTBMe akTHBalMU IIpoliecca: KeToHemMHsi (HopMa B KpoBu — 1-3
MT/J1J1), KETOHYPHUSI; TIPU MPEBBIIICHUN €MKOCTH Oy(DEpHBIX CUCTEM KPOBU
— KeTOauua03.

KetonoBnle Tesa (KT): aneroanerar, B-ruapokcuOyTHupar, aeToH

Ucnoan3zoBanue KT: alieToanieTar M - P-TUAPOKCHOyTHpaT —
SHEPreTUYECKUE CyOCTPATHI

AI_[CTOH YAQAJBICTCA C MOqOﬁ, ITIOTOM, BBIABIX4aCMbIM BO31YXOM



XO,Z[ [TPOLHECCA CHUHTE3A KETOHOBBIX TEJI

coeMHEeHHUE 2-X Moyekyn anetui-KoA ¢ oOpa3zoBaHuem
aneroaneTn-KoA u HS-KoA (muonaza)

npucoeauHeHne aneTwi-KoA u Boabl K aneroanetuii-KoA ¢

oOpa3oBaHUEM 3-ruapokcu-3-MeTuiI-riyrapuia-KoA
(I'MTI'-KoA) (I'MT-KoA cunmasa)

OTILIEIUICHHE  alleTHUJIBHOIO OCTaTKa, BKJIIOUCHHOIO B
monekyny I'MI-KoA B 1-ii peakumum ¢ 00pa3zoBaHHEM
aneroanerara (I MI'-KoA nuaza)

He(epMEHTATHUBHOE AEKapOOKCUIIUPOBAHHUE 4acTH
areroanerara (Opd €ro BBICOKOM  KOHIICHTpAIMH) C
00pa30BaHUEM ALIETOHA

BOCCTAHOBJICHHE  aleroamnerara ¢  oOpa3oBaHuem  f3-
ruapokcudyTupara 1 NAD' npu yCIOBUU IOBBIIIEHHOTO
coaepxkanust NADH B MutoxoHapusx (f-zuopokcudymupam
oezuopozenasza)

Cxemy peakyuii cm. Ha ciieod. Clauoe



Hiayumpy e $epuent

H,C-C~SKoA + H,C-g-'SKoA 2 Aenm-KoA

Twoaaia Q)r‘ HS-KoA

H,C-
& )
=0 |Aucrcauenci-KoA
KoA .
H,0

I'MI-KoA emirasa (B ll,C-8~SKoA Auetna-KoA
HS-KoA

H
H,C-C-CH,-C-0H

H,

O 3-Cropoxen-3-mera-cayrapin-KoA
KoA (FMI-KoA)

I'MI-KoA-na1a Q) [ll,C-8~$KoA] Auenn-KoA

ll.C—g(ZH,- -OH  AucroaucTar — - B xposa

P-Tporcnbympar
acraporcienz 3 NADH +H’ Crorrunn
NAD®
OH CO, 8
H,C-Ci-CI1,-C-0H H,C-C-CH,
ﬁ-rnm:ncusympnr Aufrou

R xpoms YIAURETCN 13 Opralotiva




PEFVH}IL{I/I}I CUHTE3A KETOHOBDLIX TEJI

aKTUBAIMs JIMIIOJM3a B TI€YECHM II0J JACHCTBUEM INIFOKAaroHa H
aApeHaJIMHA TPUBOJUT K ITOBBIIMICHUIO KOHILICHTPAIMU AalleTHJI-
KoA nu NADH; AT® nu NADH, koTopbIii HE YCIIEBAET OKUCISATHCS
B L{IID, narubupyror amwiocrepudeckue gpepmentsl L[TK (cambrit
MEJIJICHHBIA — H30LUTPATACTUAPOTCHA3Y )

HakaruiuBaeTcs aneTwi-KoA, kotopsiii uaruoupyet I[JIK

HAKAIJIMBAECTCS NHUPYBAT, KOTOpbIM mnpeBpamaercs B LYK mox
NCUCTBUEM THpyBaTkapOokcwiiazbl (aneTwi-KoA aKTUBUPYET
NMpyBaTKapOOKCHUIIA3y)

[JIFOKaroH, aJpe€HaJMH, KOPTU30JI CTUMYIUPYIOT TJIFOKOHEOTECHES,
uHayuupys cuate3 OEII-kapOOKCMKUHA3BI, TO3TOMY BO3pacTaeT
ucnosipb3opanne IIIYK B 3tomM mnporecce ¢ oOpazoBaHHEM
dbochoenonnupypara; mnosblmieHHue cuHTe3a OEIl wu3 IYK
IPUBOJIUT K CHHXKEHUIO 00pa3zoBaHus uutpara u ckopoctu L[TK

Herucnonb3oBaHHbIM B L[TK amermin-KoA wmaer Ha cunte3 KT;
CHWKEeHUE KOHIeHTpauuu HS-KOA B MUTOXOHAPHSIX B CBS3M C
aktuBaumen [B-okucnenus BIXXK npuBogUT K  IMOBBIIICHUIO
AKTUBHOCTHU UHOYUUpyemozo pepmenma I'MI-KoA cunma3zoi



OOBsICHEHHS CXEMBbI PETYIISIMA CUHTE3a KETOHOBBIX TEJI CM. Ha
MPEAbIAYIIEM ClIaiiie



OKHNCJEHUE KETOHOBBIX TEJ

MecTO0 OKHCJICHHSI: MUTOXOHIAPUU KIIETOK, KPOME
reHaroluTOB (OTCYTCTBYET cykuyunun-KoA-
ayemoauyemam mpancgepaza). He npoucxomur B
SPUTPOIUTAX (OTCYTCTBYIOT MUTOXOHAPHUH )

JHepreTuKa nmpouecca:
MIOJIHOE OKHUCIIEHUE B-rusipokcuOyTupara — 26 ATD
arieroarerara — 23 ATO

M3yyuB xoj mporecca, OOBIACHUTE, IOYEeMy TP OKHUCJICHUU
KETOHOBBIX TE€JI 00pa3yeTcs YKa3aHHOE KOJIMYECTBO MoJieKyn AT®



XOJI TIPOLIECCA OKWCJEHUSI KETOHOBBIX TEJI

OKHCJIeHHE P-ruapokcuOyTupara ¢ o0Opa3oBaHHEM
ateroanierata U  NADH  (f-cuopoxcuoymupam
oecuodpozenasa), KOTOPbIM OKHUCgeTcsa aanee B LI ¢
SHEPreTUIECKUM BBIXOA0M — 3 AT®D

aKTHBaIlUs aleroalnerara ¢ yuactueM Meradoonura LITK
cykuuHuI-KoA n oOpa3zoBanueM arneroanetuia-KoA u
CyKIIMHATa (cykuunun-KoA-auemoauemam
mpancgepasza)

THOJIMTUYECKOE pacuiericHue aneroanetuin-KoA ¢
ygyactueM HS-KoA wu oOpa3zoBanneM 2-Xx MOJEKYN
aneti-KoA (muonaza), xoropsie okucisitores B LITK ¢
SHEPreTUYECKUM BBIXOJIOM — 24 AT®D

oOpa3oBaHKe CyKIIMHWI-KOA M3 CyKIIMHATA C y4acTHUEM
HS-KoA n ATO (cykuyunun-KoA cunmemasa)

Cxemy peaxkyutl cM. Ha cleod. Clauoe



B-Crapoxerbymspar
NAD'

B-TuapokenGyrupar- (Dt

ACHIPOreRasa i NADH+H - s LMY 3ATO

ADETOANCTAT
V@xwmsm-l(o& A&% + Pi
Cyxaminen-KoA-
anc:xm- @ @ Cyxunsna-KoA -
Tpancdepaza CHITRIA
;\Q'Klmnm \HS-KM
Aneroanenut-KoA

Thoaasa (3) HS-KoA
2 Anern-KoA — p UTK 2x12 = 24 ATO a




3 AKJIIOUEHUE

MoOunun3anus XUpoB, WM JIUIOAN3: okuciaeHue TAI u
BKK — nporeccol, 00ecneqnBaroninue opranu3m
HEPrUeH MpH roojaHuM, (U3nYeCcCKorl padoTe,
Pa3IMYHEBIX CTPECCOBBIX COCTOSHUAX (HAIIpHMED, IIPU
ICPCOXIAKACHNN), @ TAKXKE MPU MATOJIOTHH (CaxapHbIH
auadeT). MoOuIn3aIus )KUPOB aKTHBHO MIPOTCKAET B
KUPOBOU TKAHU, MBIIIIAX, [IEYEHU U PETYIUPYETCS
[JIFOKAarOHOM, aJApPECHAJIMHOM, KOPTHU30JIOM

AxtuBanus nporeccoB okucineHuss B)XKK B neuenn
IPUBOAUT K 00pa30BaHUIO KETOHOBBIX TEJT —
JTIOTIOJTHUTEIIBHOTO UCTOYHUKA SHEPTUH JUJIST OPraHU3Ma
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