METABOJINU3M KETOHOBbIX
TEJL. CUHTE3 " KUPHbIX
KUCJIO0T

' 3aB. kadeapoun OMOXMMHUH
’ - 2L npogeccop B.B. JleaeBuu




[1 B 1904 r. ®pann KHoon ycTaHOBHJI, YTO OKHCJIEHHE
AKK npoucxoaur nyremM OTHICIJIEHUSA 2-X YIJICPOAHBIX
(pparMeHTOB, MO3TOMY €r0 HA3HIBAKOT P-OKHCJICHHUEM.

[0 B 1949 r. Kenneau u JleHuHskep yCTAHOBHJIU, YTO [3-
okucgenue KK npoxoaur B MUTOXOHAPUSAX.

[0 IponunxnoBenuio KK B MUTOXOHAPHUM NpealIecTBYET
UX AKTUBAIUA.

[ AxtuBanus KK npoucxoauT npu ydyacTuu (pepMeHTOB
anmi-KoA-cuHTeras ¢ o0pazoBanueM anuji-KoA.




KHUCJIO0T BbICOKA B.

CKCJICTHDLIX MbIHIIAX

MHOKAap/e

HOoOYKax

JPUTPOUMTHI, I/Te HeT MUTOXOHAPHUH, HE MOLYT
OKHUCJATH JKUPHbIE KHUCJIOTHI.

AMpHbIE KHUCJIOTHI HE CJYKAT UCTOYHUKOM
JHEPIUM JJId FOJOBHOTO MO3rA.




Ilepenoc aanHHoenoYeyHbix KK yepes
MeMOpaHbl MUTOXOHAPUHA




B-okucjeHue ;)KUPHbIX KUCJIOT
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CYMMAPHOE YPABHEHUE
B-OKUCJIEHUS NAJIBMUTHHOBOU
KHNCJIOTHI

Ci1sH31COOH+7PAI+7HA I+ +7THSKOA —
8CH3CO-KoA+7®A/TH2+7(HAJIH+ + H+)

JHEPI'ETUKA B-OKUCJIEHUSA KK
(HA IPUMEPE NAJIBMUTHUHOBOMU KUCJOTBI C1o)

- AkTuBaiuga KK -2 ATOD

- 8 anetniiKoA — IHTK 12x8 =96 AT®
- 7 DAJIH2 7x2=14 ATD
- 7 HAJIH+ + H+ 7x3=21ATOD

Y = 129AT®




CkopocThb B-OKHC/IeHUS CHMXKACTCH IPHU

JIUIMTEJIbHOM reMOAUAIN3e, T.K. OPraHu3m
Tepsaser KAPHUTUH.

JAJIuTeIbHOM auypun, NP KOTOPOU
KAPHUTHUH BBIBOAUTCH KAK OCHOBAHMUE.

JleyeHuu caxapHoro guadera npenaparamu
CYJb(POHMIMOYEBUHBI, HHTHOUPYIOHIMMHA
KapHUTHHANMJITpaHCchepasy-l.

HacJyeacrBeHHbIX aedeKkrax
KapHUTHHaNMJITpaHchepasbi-l.




Peryasmus cCKOpocTH P-0KMCJIeHUA

CxopocTh B-oKkuC/IeHNA peryjaupyercs
MOTPEOHOCTHIO KJIETKH B YJHEPIHUM.

Ckopocth B-okuc/IeHN# NMOBLINIAIOT:

Iononanue

DusnyecKnue HATPY3KH

I 11oxaron

AlpeHaJIMH

HUurudurop p-oxuciienus :

Masoumii-KoA




APYI'UE TUIIbI OKUCJIIEHHUS KK

g-okucjeHue KK — ormenyienue
OJHOYIJIEPOAHBIX (hparMeHTOB U BblACJICHHE
CO2. Iloaseprarrcesa KK ¢ nenbio 0oabiae 20
YIJI€POAHBIX ATOMOB (HepBHAadA TkaHb) M KK ¢
pa3BeTBJICHHOI Henblo (MOCTYNAKOT ¢ MUIIe).

m-okucjaeHue 7KK — B HopMe He3HAYUTEJIBHO,
MPOUCXOUT B MUKpPOcOMax rneyeHu. B Hem
YY4aCTBYIOT (pEpMEHT MOHOOKCHI€HA3a,
HAJI®H2, O2, nuroxpom P-450. Od6pasyercsa
AMKAPOOHOBAas KMCJI0TA, KOTOpas
ojaBepraercs P-oKUCJICHUIO.




ABOVHBIC CBSA3H NMPUPOIHBIX HEHACHIIIEHHBIX
AKK umeroT nuc-koHpurypanuio, a B
IPOMEKYTOYHBIX NPOAYKTAX -OKUCICHUS
MPUCYTCTBYET TPAHC-KOH(PUTYpALIMA TBOUHON
CBSI3HU

IPU OKUCJIEHUU HeHachImeHHbIX KK
oopasyercst A>* — anua KoA, Toraa kak npu -
oxucgenuy HacoimeHubIix KK - A23 — anua
KoA.

ITH IBa HECOOTBETCTBHS YCTPpaHAeT (hepMeHT
A4 — puc - A% — Tpancenon KoA niomepasa.




Oxuciaenue KK ¢ HeyeTHBIM YHCJIOM
YIJIepOJAHbIX aTOMOB

AKK ¢ HeyeTHBIM yHucjI0M C-aTOMOB B HAIIMX
TKaHAX MaJ10. OHU OKUCJIAIOTCH TAKHM JKe
o0pa3om, kak KK ¢ yerHbIM uncjioMm C-aToMOB,
C TOH JIMIIb PA3HUICH, YTO HA MOCJEAHEM ITAIle
paciueniecHus1 o0pasyercst 0JHA MOJIEKY.JIa

nponuoHuI-KoA v 01HA MOJIEKYJIa alleTHII-
KoA.

Hanee nponmmonni-KoA Briaw4daercda B LHTK
ocJjie nmpeBpaleHus B CYKIMHNI-KOA.




Oxucienune KK ¢ HeueTHBIM
YHUCJIOM YIJIEPOJAHBIX aTOMOB
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BUOCHUHTE3 ’KUPHbIX KUCJ/IOT

B buocunres KK nmpoucxoaur B HUT030J1€ KJICTKH.

B HenocpeacrBeHHbIMHU NpeAlIeCTBEHHUKAMH 7 U3 8
ABYXYIJIEPOIHBIX (PPAarMeHTOB NAJTbMUTHHOBOU
KHUCJIOTHI ABJISIOTCH 3-X YIJIePOAHbIE MOJICKYJIbI
MaJIOHUI-KOA.

B [Ipomexxkyrounbie NpoayKThl cuHTe3a KK — 3710
THOIPUPHI He KoA, a anmiinepeHocsaniero dejaxka —
Allb.

B B kayecTBe BOCCTAHOBMTEJIA MCIOJIb3YETCH
HAJIPH,.

B KoHeYHBIM NPOJYKTOM CHHTA3bl )KHPHBIX KHCJIOT
ABJIsieTCs MaJbMUTHHOBasA kucjaora (Cy).




e Aot s e b

CunTtera3a (cunra3a) KK - 310
MYJIbTH(EePMEHTHBIN KOMILJICKC, COCTOS UM
u3 7 GepMeHTOB:

Allb-aneTnarpancgepasa
Allb-manonuarpancdepasa
B-keroanuua-Allb — cuHTasza
B-keroanuia-Allb — peaykrasa
B-oxcnmanuia-Allb — nernaparasa
Enoui-Allb — peaykrasa
Jleanmiiasa
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CUHTE3 NAJIbMUTHUHOBOU KUCJIOTDI

AMNB KoA

Auetun-KoA

Auerun-ANb

Manonun-KoA

Manonun-ANb

Manonun-AllB

Manonun-ANB

Manonun-ANB

Manonun-ANB

ANB + CO,

Auercauerun-ANb

HAR®+H'
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+
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CyMMapHoe ypaBHEeHHE CHHTE3A
NAJIbMUTHHOBOH KUCJIOThI

CH3-CO-SKoA + 7 HOOC-CH2-CO-SKoA +

ayemun-KoA manonun-KoAd

14 HAAOH2 —

Cis5H31COOH + 7 CO2 + 6 H20 +

najtomumuroeeasl K-mdad

SHSKOA + 14 HAAD




UcTounuku Bogopoaa ajaa cuaTe3a kKK

B ka:xKI10M IMKJIe OMOCUHTE3a
HAJbMUTHHOBON KHCJIOTHI IPOUCXOASAT 2
peaKkiny BOCCTAHOBJICHHUS, I'1€ JOHOPOM
Boaopoaa aBJaserca kopepment HAJIDH.

UcTrounukom HapadoTku HA/ITOH
SIBJISIIOTCH

1. OxkucaurtenabHblie peakuuu ITDII
2. JlermapupoBaHue MaJjiata MaJnuK-(pepMeHTOM

3. Jlermapuposanue usonurpara HAJ{D-

s

3aBHCHMMOM M30HUTPATAECrHAPOreHa3oii.



CUHTE3 HEHACBIHIEHHbLIX 7KK

HauboJ1ee pacnpocTpaHeHHbIe MOHOHEHACHIIICHHbIE
AKK najabMuToo/IeMHOBAasA U 0JIEMHOBAasA
CUHTE3MPYIOTCH U3 NAJTbMUTHHOBON U CTEAPUHOBOU
Kucja0T. O0pazoBaHue JBOMHOU CBSA3H NPOUCXOJUT B
MHUKPOCOMAX NEYEHU U JKUPOBOM TKAHM NPH YIACTHH
cnenuPuIecKor OKCUTeHA3bl U MOJICKYJIAPHOTO
KHCJI0pPOo/A.

B TKaHAX 4Ye/I0BeKAa He 00pa3yrTcs JIUHOJIeBast U
JIMHOJIEHOBASI KHUCJI0ThI, IO3TOMY OHH J0JI5KHbI
MOCTYnaTh ¢ nuiein. CHHTE3 3TUX KHUCJIOT .
MPOMCXOJIUT Y PACTECHHIA. |
i




IIVTHA CHHTES3A JK.K.

IIAABMHTHHOBASA K-TA
(C,0)

¢ \OBPABOBAHHE = CBA3EN

IIAABMHATOOAEHHOBAA K-TA

CTEAPHHOBAMA K-TA
(C.)

% OBPA3OBAHME = CBA3EM

BBICIITHE
HACBIIIIEHIHEBIE K. K.

OAEMHOBAS K-TA
(C..A")

OBPA3YETCHA V PACTEHHH
HE OBPA3VETCSH V JKMBOTHBIX

AMHOAEBASA K-TA
Cl.' A.' Alz

PACTEHMS \
VBEAHMCQEHME I[EITHA

OBPA30OBAHME = CBS3EI

AMMHOAEHOBASL K-TA ‘
Cl.. A.' Al.l' A“

) \

APYI'HIE APAXHMTAOHOBASN K-TA
IMMOAMHEHACBIIIIEHHBIE 2. K.



PET'YJIALUA CUHTE3A KK

B O6nocunTe3e HachimeHHBIX /KK yyacTBYyIOT 2
KOMILJIEKca:

[ amernia-KoA-kapookcuiasa

[1 currasza KK

AKTHBHOCTH aleTI-KoA-KapOOKCHJIa3bl peryjaupyercs
ABYMS CIOCO0AMMU:

1. Acconmanusi/auccomuanus CyoObeIHHUI AKTUBATOP-
HUTPAT — CTUMYJIHUPYET aCCOIMANUI0 HHTHOUTOP-
NajJbMUTONI-KOA — BbI3bIBaET JUCCONMALIHUIO.

2. DochopuaupoBanue/aedochopuinposanue pepMeHTa.

DochopuIUPOBAHHBINA (pePMEHT HEAKTHBEH,
nedochopuIMpoOBaAHHBIA — AKTHBEH.

- AKTUBATOP — UHCYJIMH.

- UHruOUTOpHI — IJIOKATOH, A/IPEHAJIMH.



O
OBMEH KETOHOBBbBIX TEJI (H:
-~
R O

K KeTOHOBBIM TeJ1aM OTHOCSTCSH
1. AumeroykcycHasi KHCJIOTA

2. P-oxcuMacjsiHHASI KHCJI0TA
3. ALETOH

R2

[1 KeroHoBbIe Tejia CHHTE3UPYIOTCS B IleUeHH, 0ITHAKO 3/1eCh OHU
HEe YTUJIH3UPYHOTCS.

[l Cwmbica o0pa3oBaHusi KeTOHOBBIX TeJl 3aK/JII0YA€TCs B TOM, UTO
yacTh aneTnj-KoA, oopasyrwmierocst npu p-oxucaenuu KK B
NneyeHu, u3deraer 3aech JajdbHellIero OKUCJIeHUus U
HanpaBJisieTcsi B GopMe KeTOHOBBIX TeJl K APYTHM TKAHSIM, /1€
okuciaserca 10 CO2 u H20. B 3Tux Tkausx KeTOHOBLIE TeJia
BBIIIOJHSIIOT POJIb «MeTA00JIHY€ECKOr0 TOILINBA).




OBbMEH KETOHOBbIX TEJI

AlleTOYKCYCHAasl M B-OKcUMAacsiHbie KUCJI0Thl MOTYT
OKHCJISATHCS B TKaHAX, o0ecnneunBas cuHTe3 ATO.

AneToH o0pa3yercs TOJbKO IPU BBICOKHX
KOHIEHTPAIMAX KETOHOBbIX T€J B KPOBH H,
BbIAEJISAACH C MOY0il, BbIAbIXaeMbIM BO3yXOM H
MOTOM, TO3BOJISIET N30aBJIATHCSA OT H30bITKA
KEeTOHOBBIX TeJl.

OCHOBHOE KETOHOBOE TeJIO B KPOBM - 3-OKcHOyTHpAT.

B HOp Me KOHIIEHTPALUsI KETOHOBBIX TeJ B KPOBH
cocraBJjser 1-3 mr/pa (mo 0,2 mM/a).




CUHTE3 KETOHOBbIX TEJI
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Peryasinusi CHHTE3a KETOHOBBIX TeJl

PeryasaTopubiM (pepMEHTOM CHHTE3A
KeTOHOBBIX TeJ1 aBJjasercs [ M1 -KoA-
CHHTAa3Aa.

I' MI'-KoA-cunTaza — MHAYHHOCJIbHbIH
(pepMeEHT, €ero CMHTE3 YBeJIUYNBAETCS MPH
MOBbINIEHUU KOHIEHTPAIIUH SKUPHbIX
KHUCJIOT B KPOBU. JTO HA0II04a€eTCHa IPH
MOOMIM3AUM TPUIIHIEPUAOB U3 SKUPOBOH
TKAHU NOJ JEUCTBUEM IJIIOKATrOHA U
aipeHAJIMHA, T.€. IPHU I0J0JAHUH WIH

N3INY /| 0T1C



PerHﬂHI/IH CHHTC3a KCTOHOBLIX TEC€JI

I'MI'-KoA-cuHTa3a uHruompyercs

BHICOKMMH KOHIEHTPAIUSIMH CBOOOTHOI0
KoA.

Eciu nocrymieHne sJKUPHbBIX KUCJIOT B
KJIETKH MeYeHU YMEHbIIAETCS, TO
COOTBETCTBEHHO, YBEJIUYNBACTCH
KOHIleHTpauusa cBo0oaHoro KoA,
HHrUOUpyrouero (pepMeHT.




OBPA30BAHHUE, YTUJIN3AIIUA U BbIBEJAEHUE KETOHOBDBIX TEJ
I'naBHbIi NyTh NOKa3aH HENPEPLIBHBIMH CTPEJKAMH.
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PETYJIAIIMNA KETOTEHE3A. 1 -3 - KJIIOYEBBIE CTA/ITHUH
HA IIYTH METABOJIM3MA CBOBO/IHBIX JKHUPHbBIX
KMNMCJIOT (CKK), KOTOPBIE OIIPEAEJIAIOT KOJMTHUYECTBO
OBPA3SYIOIUIMNXCsA KETOHOBBIX TEJI

TPUTJIUIIEPU/T

KHNPOBAS TKAHDb (D Aunonrus

CIKK

I

KPOBb !
CIKK

IEYEHDb l

A - CoA
@ Dcmepucdpurxavus

B - Oxucaenue

AnMarJaMie pHabl

h 4
Anerua - CoA

Kemozenes @ Ik AHMMOHHOM
KHMCJIOThI

A 4 CcO,
KeToHOBBIE TeJ ia
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KETO3 U KETOAIIM/103

IIpuYuHbI pa3sBUTHA:
I'osiomanue
CaxapHpiil 1uadeT
IHoyeuyHnas riIOKO3ypus

JlMeTa ¢ HU3KHM COJIepKaHUEM YIJIEBOI0B M BHICOKUM
coJepsKaHMEeM JIMITU/I0B

AKey10YHO-KUIIIEYHbIE PACTPOUCTBA Y JeTen

«DPU3HOJOTHYCCKHN KETO03» Pa3BUBACTCH MPHU:
boJuabuioit puznveckon HaArpys3Ke
Hartomak B mo3aiHue CpOKu 0epeMeHHOCTH




KETO3 U KETOAL U103

Lbixanue
—.).

Ayemos

AuyemoH anicgaoboxoaemcsa yepes
ObIXaHUE NPpu CXu2aHuU op2aHu3MoM
Xupoe




CvuMnTOMBbI KeToauuao3a




CHUHTE3 U MOBWJIM3AIIUSA

TPUANMJITJIAIEPOJIOB (TADD)

TAI cocraBasitor 90 % cpeau Bcex JIMNUIAOB,
COJePKAIIUXCHA B OPraHu3Me YejI0BeKa.

TAI — ocHoBHast popMa JeNNOHUPOBAHHOH
JHEPIrUU B OpraHusMe.

Y uvenoBeka maccou 70 kr TAI' moryr aarhb
110000 kkaJj >Heprun, 6eaku — 25 000 kka,
raukore’ — 760 kkaJ, riawoko3a — 100 kka.i.

B Hopme 0ou1ee 95 % TAI naxoasrcs B )KI/IpOBOI/I
TKaHHU, OCTaJbHbIE 5 %0 A

JIOKAJIU30BaHbI NPEUMYIIECTBEHHO
B Il€YEHHU M MBbIIIIAX.




CUHTE3 TPUALUJIT JIMHIEPOJIOB (TAI)

Cunre3 TAI npoucxoaut B a0COPOTUBHBIN NEPHO
B IIEYEHH M JKMPOBOM TKAHM U3 anujI-KoA u
rJaunepoJ-3-pocdara.

MeTa0oauyeckui nyTh cuHTe3a TAI B neyeHu u
"KUPOBOH TKAHU OAMHAKOB, 32 UCKJIIOUYEHHEM
pPa3HbIX yTed 00pa3oBaHus IuLepoJI-3-pocdara.

B s)xupoBoil Tkanu aiga cuaTe3sa TAI
HUCIOJIB3YIOTCH )KUPHbIE KUCJIOThI,
0CBOOOAMBIIINECH MPH THAPOJIH3E XUIOMUKPOHOB H

JIHTOHIL.
IleyeHb — OCHOBHOM OpPraH, rjie uJaeT CHHTEe3

- JKHPHBIX KMCJIOT U3 NPOAYKTOB IJINKOJIN3A.



CHUHTE3 TPI/IAHI/IJIFJII/IHEPOJIOB

moxoaa )K"pogag

KmtpeuHnk : Mb"uubl
Mok : Meuetb




Peryjsinus CHHTE3a TPHANMJITJIUIEPOJIOB
(TAI)

B a0copOTUBHBIN NEPUO YBEJIUYUBACTCS

COOTHOLIEHME UHCYJIUH/TJIOKATOH U B NIeYEeHHU
akTupusupyercsa cunre3 TAI.

MexaHu3M aKTUBU3HPYIOLIEro 3 PeKTa NHCYJINHA HA

cuHTe3 TAI B neyeHu:

"  AKTHBU3HPYET 0eJIOK-IepeHOoCYHK 1ko3bl I'JIFOT-4
"  AKTHUBU3HPYET PeryjsaTopHbie (epMEHThI IJINKOJIU3A
=  Axtususupyer IIK

=  AxtuBusupyert cuHrtes KK u3 anernia-KoA

B pe3yjbTare aKTUBHO HApa0aATHIBAKOTCH
npeamecTBeHHUKH B cuHTe3e TAI — ramnepoJ-3-
dochart u annia-KoA.




Bausitnue HexoTopblx (dpraxtopor Ha jgunmoaunz 1T B skupoOBROi

TKAHH
DaKTo XapakrTep ITpeanmomaraeMsiii MeXaHH3IM
P AeHCTBHSA NerHecrens
AKTHBALIMS A/JCEHUJIATIIMKJIA-
KarexosaMHUHbBI Ycecuiaenue
3bI
I'ajoxkaron Tozxe Toxe
TupoxcHuH > > > >
AKTHBAIIMA CHHTe3a IIpoOTe-
I'MTMOKOKOPTHKOH ABI > >
HHKHHAI3IbBI
AKTHBAIIUSA CHHTE3A A/JLCHH-
TopMmon pocTa > >
JATIIHKJIA3bI
AKTT > > Tosxe
Crtpecc > > ITOoBBIIIICHHE CCKPEIIMM Ka-
TEXOJIAMHMAHOB H CHHXKCHHC
ceKpellMHd UHCYJHHA
MuU3IHUYCCKAasl HAIPpY3Ka > > Toxxe
TomronaHue > B > >
OxaaskaeHHe > > > »
AKXTHBAILHMS ocdhoauscre-
HHucynnun ¥Yruerenue u Pbocdon
pPa3bI
(ycHuJIeHHe THAPOJIH3A
HAMd?), CHHU>KE€HHUEe AKTUB-
HOCTH AJCHHJIATIIMKJIAI3IbI
IIpocrarsiaH/AMHBbI Tos>ke
CHH>XeHHe AKTHBHOCTH AaJAC-
HHJIATIIMKJIA3bI
HuKOTHHOBAS KHMCJIOTA > > Tosxke




CIIACUBO 3A BHUMAHHE!




