OBMEH NUNUaoB



[J1IAH JNEKLWA

1. Perynauua obmeHa nunngos. Perynaunsa okKucneHmns u
cuHTeda JKK.

. MeTabonmam KeETOHOBbLIX TEN B HOPME U NaTtonorum
. TpaHcnopTHble nunonpoTenHsl (J1I'1)

. JlnnonpotenHemMmnn n atepockrepos.

. lenoHnpoBaHmne n Moounmsaumsi XMpos.

. PacnpoctpaHeHune n qoyHKkumnm Xc.

. CnHrtes Xc.

. TpaHcnopT Xc.
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. CnoxHble nunuabl 1 MUENUHN3ALNS.



Perynauna obmeHa nunmaoos

MHTEHCUBHOCTbL OOMeHa NUNMAOO0B B TKAHAX
3aBUCUT OT:

a) NOCTYNNEHUA NMNUAO0B C NULLEWN;
6) HEpPBHO-ryMmmMopanbHOW perynsumm

N30bITOUHOE nocTynneHne yrnesoaoB u TAl
C NULLIEN NPENATCTBYET pacxoay dHOOMeHHbIX
zanacoB TAI B xuposou TkaHW. [lpuem gaxe
NONTHOCTbIO YrneBo4HOW MULLN CYLLLECTBEHHO
BnndaeT Ha cuHTeld TAI n Xc.



BmecTe ¢ TeM, pacTutenbHble macna,
coaepkaline HeHacbllweHHble KK
HanpoTuB, CNOCOBCTBYIOT MOBUNM3aLnn
nnnaoB. Hannyme nnnoTponHbIX
doakTOpOB B nuLle obrieryaet
OnocuHTE3 hochonnnnuaos, a nx
OTCYTCTBME CrOCODOCTBYET
obpasoBanHuto TAl. Mobununsaumm TAI
13 XKMPOBOTO OEMNO N YTHETEHUIO
OnocuHTE3a XOnecTepuHa
CNOoCOBOCTBYIOT rofiofgaHne u
OMOLMOHanNbHbLIN CTPECC.



HepBHO-ropmMoHanbHaa perynayms
nMnuaHoro obmeHa

CTUMynaTopbl TKAHEBOW NMMNa3sbl -
agpeHarinH, HopagpeHanuH,
[MOKaroH, TMPOKCUH,
aJPEeHOKOPTUKOTPOMHbLIN TOPMOH
(aKTUBUPYIOT ageHnnaTumknasy)

MHrmbuTop nunonunsa — NHCYNuH
(yrHeTaeT ageHunaTyuknasy)



B Takon doopme gaHHbIN peuenTop
cnocobeH akTBMPOBAaTb
ageHunartuuknasy, Yto CTUMynumpyeT
obpaszoBaHune Uu-AM® n ATO. [lanee u-
AMO® akTUBUPYET NPOTEUHKNHAZY, a
nocrnegHsaa, nytem
doocdopmnmpoBaHUa HEAKTUBHYIO
TKaHeBYOnMnasy npeBpaLlaceT B
aKTUBHYIO.

INunonutnyeckmnn kackapg (no
CTtaunHbepry).



[opMOH

<

MNepemynbin  MoauduumpoBaHHbIA

akuentop NepBUYHLIA
akuenTtop
HeaxTvBHan AKTnBHAaRA

afeHunaTuukKnasa ajleHunarunKnasa

AT  Uuknwy, 3'.5-AMD

e ——

HeakTueHas AKTUBHAaN
npoTenHKknHasa npmeunmuasa

S

HeakTuBHas AxTnBHan
nunasa nunaaa

Tr A + XK

MI™ + XK

t

N+ KK



OkucneHme n cnHtes XK
perynmpyeTtcs:

a) pasgeneHmnem aTnx
NPOTUBOMNOSIOXHbIX MPOLIECCOB B
npocTpaHcTBe (okucneHmne XK B
MUTOXOHAPUAX, cCUMHTE3 KK B
LMTO30€E)

0) pesgeneHmem aTux NPoOLECCOB BO
BPEMEHUN NOTEEM allNoOCTEPUNYECKON
aKTuBaLunun U MHMIMOUPOBaAHUS
doepMeHTOB.



BUOCUHTE3 TPUrMULIEPUOOB

CHUHTE3 TPUIIIHULICPUI0B IPOUCXOIUT U3
[JIMLICPUHA U KUPHBIX KUCJIOT

(rI1aBHBIM 00pa30M CTCAPUHOBOM,
MAJIbMUTHHOBOM M OJICMHOBOM). I1yTh
OMOCHHTE3a TPUIIIHULEPUI0B B TKAHIX
IIPOTEKACT Yepe3 00Opa30BAHUE Ol-
runepodocdara (rmmmepon-3-pocdara)
KaK IMPOMEKYTOYHOTO COCTUHCHHUS.



B noukax, a Tak:ke B CTCHKE KUIIICUHUKA,
7€ aKTUBHOCTh (PE€PMEHTA
ITIUIIEPOJKMHA3EI BEICOKA, ITTUIEPUH
dochopumpyerca 3a cuet ATD ¢ o0pa-
30BaHMEM TIIMIEPOoa-3-Ppocdara:

CHyOH OHyOH
Mg |
CHOH  + ATd s CHOH  + Al

[ NNLEPOMKMIHASE

OH,yOH CHyOPOH

[ ARLeON Lranuepon-3-docdar



B *KMpoBOM TKaHU U MBIIILAX BCICICTBUE
OYE€Hb HU3KOU AaKTUBHOCTH
ITIMLECPOJIKMHA3bl 00pa30BaHUE
rmuLepoi-3-gocdara B OCHOBHOM CBA3aHO
C

IpOLECCaMHU TJIMKOJIM3a U ITINKOICHOJIM3A.
B nporiecce muKoIuTAYECKOTO pacnana
TJIFOKO3BI 00pa3yeTcs
OUTHUIPOKCHAIeTOH(POCPar



IlocnenHun B IpUCYTCTBUM

LU TOILIA3MATUYECKOU TIIHULIEPOI-3-
docharaeruaporeHassl CriocooOeH
IpeBpaIaThCs B IMLEPOII-3-Pocdar:

CHy0H CHq0H

| ! |

C=0 +tHALH+H & == CHOH  + HAD
’ [uuepondocdar- |

OHyOP 03 Hy feruaporexasa CHyOPO3H2

[lwoxcuaueTok- [anuepon-3-

docar hocdar



Eciau conepaHue TIIFOKO3bI B J)KUPOBOU TKAHU
MIOHVKCHO (HAIpUMeEp, IIPHU I'OJIOJaHUHN ), TO
o0Opa3yeTcs JIMIIb HE3HAYNTEIILHOE KOJIMYECTBO
rIuLepoa-3-pocdara 1 OCBOOOIUBIIMECS B XO/E
JIANOJIN3a CBOOOIHBIC JKUPHBIE KHCIOThHI HE MOT'YT
OBITh UCIIOJIL30BaHEI JIJIs1 PECUHTE3a
TPUIIIMLIEPHUIOB, IOITOMY KUPHBIE KHUCIIOTHI
OKHUIAIOT JKUPOBYIO TKAHb.

HanpoTuB, akTuBanus riIUKOIN3a B )XUPOBOU
TKaHU CIIOCOOCTBYET HAKOIJICHHUIO B HEH
TPUIJIMLIEPHUIO0B, 4 TAKXKE BXOISIINX B UX COCTAB
KUPHBIX KUCIOT. B neuenn HaOmromaroTcst o0a
IyTH 00pa3oBaHus ruiepoa-3-gocdara.



[ munepon-3-docdar mocieaoBaTeIbHO
anuIMpyercsa aAByMs MojieKkyiaaMu KoA -
IIPOU3BOHOTO XUPHOU KHUCJIOTHI.

B pesynbrare oopasyercsa pocdarugHas
kucnoTa (pocdarugar):

CHyOH CHy0-C-R
: R,-C0-S-KoA S

CHOH + = = CHO-C=Rg
R,-CO-5-KOA Tnuuepondocdar- ll + 2H5-KoA
CHyOPO3H) aunnTparcpepasa 0

[ nvuepon-3-docdar CH20PQO3H9

docdaruaHan Kuenora
(docdarupar)



Jlanee pocdaTugHast KUCI0Ta TUAPOIN3YETCS
docharugar-pochoruapoiiazom a0 1,2-
purnuuepuaa (1,2-manuirinnepora):

i ' I
I
(l)HQ-O-C-Fh ?HQ—O-C—R|
CH-O—?-RQ + HQO d>oc¢>amnar¢>oc¢o? CH-O-(I3|—-R2 ¢ P
g |

CHy-0-POSH, CHy-OH

DochaTupxas kuenora 1 2-[urnuuepua



3arem 1,2-aurmmneput anuinpyeTcs TpeTheun
MOJIEKYJION aluiI-KoA u mpespamiaercs B

TpUDIULEPU ], (TPUALUIIIINLEPOIT). DTa peaKIus

KaTaJIM3UPYETC TUALTUITIIALICPOJI-

alUITpaHcpepa3oun:
0 0
| T
(I"HQ-O-C-—R‘ (l\'HQ"O-C~'R1
CH—O-C—-RQ CH-O-C-RQ
| + R-CO-5-KoA = - — [ + HS-KoA
0 Jlwr nnuepna-aumn 0
TPaHCPEpala
CHo-OH CH")-‘O-C'"C}

0

1.2-[vrnvuepua Tpwur nmuepna



CHUHTE3 TPUTIIALICPUIOB
(TpHALMIITIINLIECPOIOB) B TKAHSIX
[IPOUCXOJIUT C YYETOM JIBYX MIyTEH
o0pa3zoBaHUs MULEpoII-3-gocdara u
BO3MO>KHOCTH CUHTE3a TPUIIIMLICPHUIOB B
CTCHKE TOHKOW KUIIKH U3 [3-
MOHOTJIMILICPHUJIOB, ITIOCTYHAIOIINX U3
[I0JIOCTH KUIIIEYHUKA B OOJIBIIINX
KOJIMYECTBAX IMOCJIC PACIICILICHUS
MUILEBBIX JKUPOB.



BUOCUHTE3 XONNECTEPUHA

B cuHTE3€ X0InecTepruHa MOXKHO
BBIJACIIUTH TP OCHOBHBIEC CTaauu: | —
[IPEBPAILICHUE AKTUBHOI'O alleTara B
MEBAJIOHOBYIO KUCJOTY, 11 —
00pa30BaHUE CKBAJICHA U3
MEBAJIOHOBOU KUCIOTHI, 1] —
[IUKJIN3AaIMA CKBAJICHA B XOJECTEPHUH



IlpeBpallieHHMe AKTHBHOIO AlIeTATA B
MEBAJIOHOBYIO KHCJIOTY
HagansHBIM ATAarmioM cuHTE3a MEBAJIOHOBOU
KHCJIOTHI 13 arietuji-KoA
SABJISICTCSL 00Opa3oBaHue aneToaneTuil-KoA
OCPEACTBOM 00OpaTUMOM THOJIA3HOM PEAKIINU:

CH.~C0—-S-KoA + CH.—CO—S-KoA = —

AleTun-KoA-aueTuntpasod epasa

#==* CH~00~CH.~CO-S-Koh + HS-Koh

AueToaueTun-KoA



3areM IIpH MOCIEAYIONMIEH KOHACHCALIUH
arieroaneTiin-KoA ¢ 3-u Mmoaekyinon anetuin-KoA
[IPU YYACTUU THAPOKCUMETUIITITY Tapuia-KoA-
cunTassl (I MI'-KoA- cuHTaza) oopasyercs [3-
TUIPOKCH-P-MeTuiarmyTapui-KoA:

CH3—CO—CH2—CO—S-KoA + CH3—CO—S-KoA —
Auetoauetun-KoA Auetun-KoA TI'MI-KoA-cuHTasza

OH
|
2HOOC—CH,—C—CH,—CO—S-KoA + HS-KoA.

|
CH,

B-I'mopokcun-B-metunrnytapun-KoA



Jlanee B-ruapokcu-f-metunrinytapui-KoA non
aercTeueM perynsatopHoro pepmenta HA J1D-
3aBUCUMOM TMAPOKCUMETHIITYTapuil-KoA-penyKrasbl
(I'MI'-KoA-penykrasa) B pe3yJbTaTe BOCCTAHOBIICHUS
OJIHOM 13 KapOOKCHIBHBIX I'PYIIN U OTILICILICHUS
HS-KoA mpeBpaniaercss B MEBAJIOHOBYIO KHUCJIOTY:

OH
|

HOOC—CH,—C—CH,—CO—S-KoA + 2HAAOH + 2H" >
| [ MI"-KoA-penykrasa
CH,

B-I'mapokcu-p-metunrnytapun-KoA

OH
|

- HOOC—CH,—C—CH,—CH,OH + 2HAO®* + HS-KoA
|
CH,

MeBanoHoBas KMchnoTa



Ha II ctaguu cuHTe3a X0aeCcTepruHa MEBAJTOHOBAS
KHCJIOTa IpeBpaniaceTcs B CkBajaeH. Peakiuu 11 craguu
HAYMHAIOTCA ¢ PoCcHOopUInpOBaHUS MEBAJIOHOBOM
KMCJIOTHI ¢ moMoIpo AT®. B pesynbsrare oOpaszyercs S-
dbocdopHbIi 3Dup, a 3aremM S-nupodochOopHbIi IPUp
MEBAJIOHOBOW KHUCJIOTHI:

CO0- CO0~ (‘300-
CHQ CHQ CH?
T R ’
H3C—-C—OH - H3C“C-OH HSC-—Q—OH
CHg CHy o %HQ 0 O
| I I
CHq0H CHQO“FI’"O” CHQO—F""O"FI”“ 0
0" g

MeBanoHat 5-OocomeBarnoHar S5-InpodocdomeBanoHaT



S-nupodochomMeBaTIOHOBAS KMCIIOTA B PE3YJIbTATE
nocjaeaywouero Goc@opuainpoBaHus TPETUUHOU
TUAPOKCUIILHOM IPyNIIbl 00pa3yeT HECTAOUIbHBIN
IPOMEKYTOUHBIN IMIPOAYKT — 3-(pocdo-3-
nupoPocPoMeBaIIOHOBYHO KMCIIOTY, KOTOpasl,
NCKAPOOKCUIIMPYSICh U TEPSS OCTATOK (PochopHOM
KMCJIOTHI, IIPEBPAILACTCS B
n3oneHTeHuwInupodocdar. Ilocaeauuit
M30MEPHU3YETCS B JUMETHI-aJLTIIUpodocdar.
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N3oneHTeHunnupodgocdar

Oumetunannunnupodocdat



3areM 00a U30MEPHBIX M30IICHTCHUIIMpodochara
(nuMmeTunauanupodocdar u
M30ICHTCHUIIMPO(poc(haT) KOHJACHCUPYIOTCS C
BBICBOOOXKIeHHEM nUpodocdara u o0pa3zoBaHUEM
repanuanupodocdara:

| | [
H,C—C=C—CH,—CH,—C=C—CH,—0—P—0
|
:

CH, CH, 0 0
:|
P—0O°

| |
H 0 0

[epaHunnmpodoocdar



K repanunmupodochary BHOBb DPUCOCINHSICTCS
n3oneHTeHunmmpodochar. B pesynprare 3Tou
peaknuu oopaszyercsa papHe3uanupodochar,

CH, CH, CH, 0 0

| | | Il !l
H,C—C=C—CH,—CH,—C=C—CH,—CH,—C=C—CH,—0—P—0—P—0

| | | | |

g - - 0" 0

dapHesunnupodocdar (C15)



B 3aKIIIOUUTEIILHOM PEAKIIMM JAHHOM CTAUU B
pesynbrare HA JIOH-3aBuCcrHMON BOCCTAaHOBUTEIILHOM

KOHJICHCAIIMH 2 MOJIEKYJ (phapHe3uanrupodochara

00pa3yeTcsl CKBAJICH:
H, H, CH, CH,
C ‘C—CHZ)Z—CHz—Cz}C—CH3
; L

C C
| |
H,C—C =

CH,—(CH, CH,);— (CH,—

C C—
| |
H H

CkBaneH (C30)



Ha III cragum OMocuHTE3a X0JIeCTEpUHA
CKBaJICH OJ BIUSHHUEM CKBaJICH-OKCHUIOIIMKIIA3bI
UKJIN3APYETCSA ¢ 00pa30BaHUEM JIAHOCTEPHUHA.
JlabHEWIIUY TIPOIECC NPEBPAILICHUSA
JJAHOCTEPHUHA B XOJIECCTEPHUH BKIKOYAET P
pPEAKIUH, COPOBOXKIAIIMUXCA YIAJICHUEM TPEX
METHJILHBIX TPYIIN, HACBIIICHUEM JBOMHOM CBSI3H
B OOKOBOH IICIIH U NEPEMEIICHUEM JBOMHON CBS3HU
B KoJiblle B 13 nonoxxeHus 8, 9 B mojokeHue J, 6
(ACTAIBHO ATH HOCICOHUE PEAKIIUH CIIEC HE
M3yYCHBI):



(L

NNaHocTtepunH(C30) XonecTtepuH (C27)



HauunHas co ckBajieHa, BCE IMPOMEKYTOUHBIE
IIPOJYKTHI OMOCHUHTE3a XOJIECTEpUHA (BKIIKOYAS U
XOJIECTEPHUH) HEPACTBOPUMBI B BOJIHOM CPEJIE.
[I03TOMY OHH y4aCTBYIOT B KOHCYHBIX PEAKIHIX
OMOCHHTE3a X0JIECTCpUHA, Oyay4M CBSI3aH-

HBIMH CO cTepuHIIepeHocsamumu oenkamu (CIIb).
DTO 00€CNEYNBACT UX PACTBOPUMOCTD B IIUTO30JIC
KJICTKM U IIPOTEKAHUE COOTBETCTBYOIIHX
pPEAKIUN.

JlaHHBIN (paKT UMEET BaXKHOC 3HAYCHUE U JIJ1s
BXOXKJICHUS XOJIECTEpUHA B KJICTOYHBIC
MEeMOpaHbI, OKUCJICHHUS B )KCIUYHBIC KMCIIOTHI,
IPEBPAICHUS B CTEPOUIHBIE TOPMOHBI.



Peakiyen, peryaupyroiied CKOpoCcTh OMOCHUHTE3A
XOJIECTEPHUHA, ABJISIETCI BOCCTAHOBJICHUE B-THAPOKCH--
METUIITNYTapuii-KoOA B MEBAJIOHOBYIO KUCJIOTY,
karanuzupyemoe I MI'-KoA-peaykrazon. 9ToT (hepMEHT
MCTIBITBIBACT PETYISATOPHOE BO3ACHUCTBUE Psifa (PaKTOPOB.
CKOpPOCTBh CHHTE3a PEAYKTA3hl B ICUCHM MMOABEPKCHA
YETKHUM CYTOYHBIM KOJICOQHHUSIM: MAKC. €€ MPUXOJIUTCS Ha
[IOJIHOYb, & MUHUMYM — HA YTPCHHHUE YacChl.

AxtuBHOCTH I MI'-peykrassl BO3pacTacT IIpu BBEACHUHN
MHCYJIMHA U TUPEOUIHBIX TOPMOHOB. DTO IIPUBOIUT K
YCUJICHHUIO CUHTE3a XOJIECTEPUHA U TOBBIILICHUIO €TI0
YPOBHS B KPOBH.

IIpu ronogannu, THPEOUIIKTOMUM, BBEACHHUE TIIFOKArOHa
U ITIFOKOKOPTUKOMI0B, HAIIPOTHUB, OTMEYAETCSA YTHETEHUE
CUHTE3a XOJIECTEPHUHA, UTO IIPEXKIE BCETO CBA3AHO CO
CHIDKCHHEM akTUBHOCTH I MI'-KOA-peaykrassl.



