MeTabonuim nununooB



MeTabonuam nunuagos. Ne1

1. Xapaktepuctuka nunmnaoB. 3Ha4yeHue.
NpeacrtaButTenun. AMKo3aHoOUAbI.

2. NMnuweBble NUNMAbI UX NpeBpaLleHus B
XKKT.

3. TpaHcnopTHble hopMbl



O6wume cBOUCTBaAa NMNUOOB

e llunnabl - HU3KOMOJEeKYJIAPHbIEe OpraHn4eckKkue
coeaMHeHnsa OMonorn4yeckoro NMPOUNCXOXACHUNA .

K nunugam oTHOCATCS NpeAcTaBUTEeNn pa3sHbIX
KFlacCOB OpPraHM4YecKknx coeauHeHun —
MOHOKapOOHOBbIe KUCNOTbI, CMNPTbI, 3pnpbI.

e OTnNUYUTenbHoOe CBOUCTBO — MNONTHOCTbLIO UK
NMOYTU NMOJTHOCTbLIO HEPACTBOPUMbI B Boae, T.€

rmapodpodHbI (MUnodunbHbl) N amdpnpunbHbI

(B coctaB moneKkynbl aMmpnPunbHbIX TUNNA0B
BXOAAT coeauHeHus1, oonagaroLime

rmapooobHbLIMM cBOUCTBaAMU U rMAPOPUNbHLIMU
CBOUCTBaMM).



bunonornyeckune pyHKUUMM nMnmnaoB.

. CTpyKTypHas. B komnnekce ¢ 6enkamm — nunuabl CTPYKTYPHbIN
KOMMOHEHT BCeX OUOSTIOrm4yecKux MemopaH KrneTok, a 3HauYuT
y4acTBYHT B PYHKLUUAX OMOMEeMOpaH — NPOHMLAaeMOCTH,
MEXKJIeTOYHOro B3aumMoaencTBusa- nepegavye HePBHOro UMNynbea,
ropMOHanbLHOro curHasna v ap.

. DHepreTuyeckas. Hanbonee aHeproeMKoe «KneToYHoe
TonnusBo». lNpun okncneHuu 1r xxupa Boigensiercsa 9,7 Kkan ( B 2 pasa
Oonblue, Yem npu okucnexHue 1 rp. yrnesoaos).

. Pe3epBHas. KomnakTtHas (3a cueT ruapocdobHoCcTH) hopMma
AEeNOHUPOBaHUA 3HEPrum B KneTku. XKuposasi TKaHb.

. 3alLUTHASA. npeaoxpaHsieT OT TEPMUYECKUX BO3AENCTBUN
(obnagasa TepMOU3ONALUOHHBIMU CBOUCTBA), OT MeXaHNYEeCKUX
BO34EeUCTBUM, rMuuepodocdonunuabl npeaoTepaLlatoT criunaHme
arbBeOs Jferkunx.

. PerynﬂTOpHaﬂ. HeKOTOpre nmmnuabl ABNAKOTCA BUTAMUHaAaMMW,
ropMmoHaMu, 3UKO3aHOMA4AMUN- MECTHbIMMU perynatopamMm.
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OcHOBHbIe Knaccbl NMNMOoB

XnpHble KUCNOTbI;
Tpuauyunrnmuepuabl;
rnuuepodochonunuabl;
cTepouabl - XONeCTepuH;

cchuHrocdocdonunmnabl, CONHroMUEnHbI;
Lepedpo3uabl

CyTo4yHasa noTpebHOCTb NUWeBbIX XupoB — 50-60 rp.
TpeTb N3 HUX 00A3aTesIbHO — 3CCeHUMarnbHbIe
NOoNMMHeHacCbIWeHHbIe XXUPHbIe KNUCNOTbI, KOTOPbIE B
OpraHM3mMe He CUHTEe3NpPYrTCH



OcHoOBHbIe BbiICLUME XNPHbIE KUCNOTbIl OpraHnn3ma

e BXK - CTPpYKTYPHBI KOMAOHEHT MPakTU4eCKMU BCEX NMUMNOOB
(kpome cBoboaHoro xonectepona) CHs -(CH2 )n-COOH

HacbIWweHHbIe:

NMansmutnHosasa — C16:0; CteapuHoBasa — C18:0
HeHacbliweHHbIe - MOHOEeHOoBbIe - OneunHoBas C18:1
HeHacblwWweHHble — nofiueHoBbLIE (ABOWHbLIE CBA3U pacno-
nararorcs yepe3 CHz2 :

INlnHoneBass — C18:2 9,12 C18:2 w6
NTuHoneHoBasa C18:38 9,12,15 C18:3 w3
ApaxunpoHoBas C20:4 5,8,11,14 C18:4 w6

NMonneHoBble KNCNOTbI HE SUHTE3UPYHOTCA B Opr-me — HesaMeHUMbIe
WUNn 3cceHumanbHble (00s13aTeribHbIU KOMMOHEHT pauuoHa). UcTtou-

HUK NUTaHWUA — pacTUTENbLHOE Macno U PbIGUN xXnp. ApaxmaoHosas
Kucrnota (MoxeT 06pa30BbIBaTLCA U3 IMHONEBOW 3a cYeT YASNIMHEHUS
uenu)- npealwecTBeHHMK AINKO3aHOUOOB.



InkKosaHouAabl

AnkozaHonabl — BAB, cnHTeanpyemblie ODONLLUIMHCTBOM KITETOK
N3 NOSIMEHOBLIX XXUPHbIX KUCNOT, cogepxawmnx 20 yrnepoa-
HbIX aTOMOB ( «3nKo3a»o3HayaeT 20). [naBHbIN cybcTpaTt —
apaxuaoHoBasi KUCroTa.

ApaxnuaoHOBOW KNCIOTbI NpakTU4YeCKn B CBOOOJHOM COCTOSIHUMK
HeT. OHa BxoguT B cocTaB rnmuepodocdonunmnaon no 2
NOJSIOXKEeHUI B MeMbOpaHax.

ANKo3aHouabl - nNpocTarnaHavnHbl, FIeMKOTPUEHbI,
TPOMOOKCaHbI, MPOCTALUNKIIUHBI.

lMMpocTarnaHguHbl, NIEUKOTPUEHbI — MegmnaTopbl
BOCNanuTenbHbIX NpoLeccoB (00ycnaBnuBaloT O0Sb, OTEKMW,
NOKpaCHEHME), anneprunyecKux npoLeccos.

TpomboKkcaHbl, NPOCTaUUKIIUHbI — B NPOLIEeCCe CBEPTbIBAHUS
KPOBW.



OOpa3oBaHMe 3MKO3aHOUAOB.
YcnoBue obpaszoBaHuA: aktuBauusa cpoconunasbl Az —p
oTLensieHne apaxmaoHoBOW KUCNOTbI (npu BocnaneHusx!!);
2 nymu cuHme3a 3UK03aHouoo08:
- DepMeHT LUUKITIOOKCUreHasa Katanusmpyet coopmmpoBa-
HUA Konbua B Monekynbl AK (LiluknookcureHasHbIN NyThb )-
npocTarnaHavHbl, NPOCTALUKINHDbI , TPOMOOKCaHbI.

-O6pa3oBaHue rngpokcunepekuncen AK: cbepmeHT
NIMNooKcureHasa ( NIMNOOKCUreHasHbIU NyTb) —
NIeNMKOTPUEHbI (TY4YHbIe KIeTKU, NIeNKOUUTbI, INUTerium
OpOHXOB.)

UHrmbupyrot cpocchonmnnasy A2 - rnoKOKOPTUKOCTEpOUALI
(T.e. UHrIMOMpYyeT BCe NyTn obpasoBaHuna IJ)

AcnupuvH U Ap. HecTepouaHble BocnanuTtenbHble cpeacTBa
MHIMOUPYHOT TONMbLKO LIMKITOOKCUTreHasy.

OCTOpPOXHO C aCNMMPUHOM Npu bpoHxmnanbHon actme!!!

(ApaxnpgoBas KucroTta B bonbLien cTteneHn Ha obpasoBaHue
JNIeUKOTPUEHOB)



JdTanbl NpeBpaLweHnn NMNUAOoB B Xerlyao4Ho-
KULLEYHOM TpaKTe
1. NepeBapuBaHue ( 12-nepcTHas KNLLIKA.).
- AMynba2upoeaHue;
- hepmMeHMamueHbIlU 2uoposiu3.
2. BcacbiBaHuMe (NpokcnmMmanbHas 4acTb TOHKOro
KNLLEYHMKA).
3. PecuHTe3 nunupaoB (snutenunarsbHble KNeTku
KNLLIEYHMKA).

4. ObpasoBaHue TpaHCNOPTHbLIX hopm
(anuTennarnbHble KIETKN KULWEYHMKA)



3Myl1bl'leOBaHVIe. OCHOBHbIe IMYIbraTopbl- XeJiiHble
KUCNOThI.

AMynbrunpoBaHue NULLEBbIX NTMNNAOB — 3Tan,
npegwecTByOWNn hepmMmeHTaTUBHOMY rMaponun3y
naHKkpeaTU4YeCKUMM nunasamm, Heobxogum Ans
yBeJfIM4eHUs NOBEPXHOCTU CONMPUKOCHOBEHUS XXUPOBOW
Kannum ¢ ¢ 2udpopusibHbIM (pepPMEHTOM.

AMynbratopbl- ampudunbHbie coeanHeHus (!11),
npucyTcTeyowmue B Kuwe4vHuke: 2MAT,
nusodocdcaTnabl, XKen4Hble KUCNOThbI.

OCHOBHbIe IMYJIbraTopbl. XeJi4Hble KUCINOTbl U UX COJIN.

MepBUYHbIE XeNn4YHble KUCIOTbI. XOneBas,
XeHOOe30KCHXxorsrieBas U UX KOHbIOraTbl- rnukoxorieBas (C
MUUMHOM), TaypoxeHoae3oKkcuxoneBas ( C TaypuHOM).

OOGpa3yroTcsa B renatounTax n3 xonecrtepuHa
(rmapokcunupoBaHue, chepmeHT- 7 anbdga-
rmapokcuna3sa). KonbroruposaHue B renatoumTtax.
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[MepeBapnBaHue TpUaLUNINULLEPOSIOB B KULLEYHUKE

CH2-0-C0-R1 CH:-OH CH:-OH CH:-OH
| | I I
CH-0-CO-R: CH-0-CO-R: CH-0-CO-R: CH-OH
1> —
| | [ I
CH:-0-CO-R: CH:-0-CO-R; CH:-OH CH:-OH
TAM NAr { o MAT
\
R1COOH R3COOH R2COOH

lMaHkpeaTunyeckme nuna3sbl (TAl-rnuuepmnanunasa, JAlr-nunasa).
AKTUBaTOp — Konuna3sa- 6enox

2MATI moxeT BcacbiBaTbCca Unu aanee ruaponusosatbcs MAT -
niunasou



NMepeBapuBaHue docchornuueponmnmMaoB B KULLEYHUKE

CH2-0-COR1
I

CH-0-COR2 docponunaza A2

I
CH2-0-P-0-CH2-CH2-N(CH:3):

dochaTnogunxonuH

R2CO0OH

v

>

CH2 -0 —COR1
I

CH-OH
I

CH2-0-P-0-CH2-CH2-N(CH3)3

nusodochonmnuabi

B KMwe4YyHUK nogxenyao4vHas Xxeresa ceKkpeTmpyeTt
dochonmnasesl A1 ,A2, C, [1 . B utore nonHoe pacwienneHue oo
rnmuuepuHa, BXK, P, asotucroro ocHoBaHus

Admpbl xonectepona - xoriecteponactepa3sa (otTwenneHune BXK)

CBobOOAOHBLIN XOnecTeposn BcacbiBaeTcAa 6e3 N3aMeHeHUn



Ha 3ameTky ctomaTtonory n neguatopy

* Ha cnusucton obosriouke KOpHS A3blka — B Xernesax ¢ooH
O0OHepa cnuHTesnpyeTcs nunasa a3blka — JIMHrBaribHas
nuna3a. ManosHayuma. lNonapan B XXenyaok —
HeaKTUBHasd, T.K.ontTumym PH nuna3bl Bbiwe pH
XenyaoyHoro coka. AKTUBHOCTb 3TOro
depMeHTa NpPOABNAETCH TONbLKO B Xenyake
MnageHueB, T.K pH XXenya4o4HOro coka y HuX
Bbille, YeM Yy B3POCJIOro YyerioBeka, Kpome Toro
OHU MOJTY4aloT YXXe 3MYJIbIr'MpPOBaHHbIN XUP
MOJiOKa MaTepu.



Ha 3ameTKy Bpauy

CrnioHHOM ceKkpeT AA0BUTbLIX 3MEeN U CKOPNMUOHOB
COAEpPXUT o4YeHb akKTUBHYH pocconunasy A2. Npu
YKyce 4YyenoBeka 3Ta cntoHHas ¢pocdonmnasa
nornagaeT B KPOBb U MOXeT rugposnin3oBaTthb
rnmuuepodgpoconmnuabl MemopaH 3pUTPOLUTOB.
OG6pasoBaBwuMecs nusocgoccarnabl HapyLlaroT

MeMbpaHbl 3PUTPOLUTOB U CNOCOOGCTBYIOT 2eMOJTU3Y
apumpouyumos.



BcacbiBaHue NpoAyKTOB NepeBapuBaHUSA B CIIU3NCTOMN
TOHKOro KMLe4YHUKa

« PacTtBopuMbie NpoayKTbl TMAPONM3a B K-KMU KMLLEYHMKA
(3HTEpPOLNTBI) BCACbIBAOTCHA CAMOCTOATENLHO.

° KOpOTKOLI,EI'IO‘-Ie‘-IHbIe XNPHbIE KUCJ10Tbl BCACbIBAOTCA
CaMOCTOATEJNIbHO

 M'mapodobHbIe NpoAyKTbl BcacbiBalOTCA B BUAe
CMeLUaHHbIX MULenn:

XKWpHbIe KNCIOTbI C ANTMHHBIM YINEBOAOPOAHbLIM pagukarnom, 2-
MOHOALUMAMNLUEPOrbl, XONeCcTepors, XXMpopacTBOpuMbIe
BUTaMUHBI, COSN XKENYHbIX KUCOT, 0Opa3syoT B MPOCBETE
KNLLEYHMKA CMeLlaHHble Muuennbl (2uopogobHsie Yacmu
MOJIEKYIT 80 8BHYMpPb, 2UOPOUIIbHbLIE - HAPYXY MUUESSIbI).
CTtabnnbHOCTL UX 00ecnevYnBaloT XefnMYyHble KUCIOThbI.

B sHTepoumTax pacnagarTcsa Ha COCTaBHbIE KOMMOHEHTHI.

OcBoboamBLUMECS XeNYHble KUCNOTbI, MO BOPOTHOW BEHE B
nevyeHb (UMPKYNAUMS X.K. MeXay nNeYeHbto U KUWEYHUKOM A0 5
pa3, YacTb- ¢ kKanom).YacTb BcacaBLUerocd xonecrepona B
TONCTYO KULLKY.



PecuHTe3 XXUPOB B CIIU3NCTOUN KULLEYHUKA

( cuHTEe3 U3 NPoAYKTOB NepeBapuBaHna cneundPnyHbIX
nMANMOoOB B CIIU3NCTOU KULLEYHUKA

2 3Tana:

1 aTan — obpa3zoBaHue aKTUBHOU (hOPMbI XKUPHbIX
KUCTIIOT:

RCOOH+ HSKoA +AT® — RCO-SKoA + AM®+ P

2 3Tan — nocnepoBartenbHasa atepudukaumna 2-MAT
(2-MoHOauUNrnuuepona) akTUBHbIMU XXUPHbIMMU
KUcnoramu

( R1ICO-SKoA u R:CO-KoA)

AtepundununpoBatbca aktTuBHbiMU BXKK MoxeT n
rmuuepuvH



YnakoBKa peCUHTe3npOBaHHbIX XXUPOB B
TPaHCNOPTHbLIEe (POopPMbI

 [1NAa TPaAHCNOPTUPOBKN KPOBOTOKOM ruapodoOHbIX
nunuaoB HeobxoanMbl cneunpunyecKkme TpaHCNOPTHLIE
dopmbil.

B anutennn TOHKOro Kuwie4yHMKa obpasyroTcsi He3perble
XUFTOMUKPOHbI (0Y4eHb Hebosibwoe konu4yecmeo JIHOHI)



TpaHcnopTHbIe popMbl NMNUAOB. TUNbI

e XUNTIOMUKPOHbDbI — 3NUTeNuin TOHKOro KULLeYHUKa

° HMHOFIpOTeVIHbI O4Y€Hb HU3KOU NSIOTHOCTU —
knetku ne4veHu (JINOHM)

e JlInnonpoTenmHbl HU3KOU NJIOTHOCTU- KPOBb

(NMMHM)

e JlunonpoTenHbl BbICOKOU NMIIOTHOCTU — KINEeTKU
neyeHun, kposb —(J1MNBI)

 Knaccudumkauma no anektpodgopeTrmnyeckon
NoABMXHOCTU ( COOTBETCTBEHHO):

XM, npe-B-Nn, B-NM, anoda-N



O0OLwan cxema CTpPOEHUA NUNONpPoTenHa

MNMepudepuyeckme 6enku:
Ano-1; Ano-C-ll; Ano-E

XxonecTteporn TAT
®Jl
l'uépogpobHbIe
aunuobli
/ Admpbl
~~~~~~~~~~~~~~ xornecTteporna

UHTerpanbHble
anonpoTeunHb.bl:

Ano B-100; AnoB-48



TpaHCcnopTHbIe (pOpMbI NMMNUAOOB B KPOBU
3Ha4YyeHue anonpoTenHoOB.

e POPMUPYIOT CTPYKTYPY NIMNONPOTENHOB —
anoB-48; ano B-100

e BzaumMoaeuUCTBYHOT C peuenTtopamMm KneTok
TKaHen, KOTopbIMU OyAyT NCNOSb30BaTbCA
XUITOMUKPOHbLI - anoE.

e AiBNAKOTCA akTuBaTopamu doepmMeHTOB
—(nunonpoTenHnunasa), 4eVCTBYOLMX Ha
nunonpotenHbl — anoC-lI



TpaHCNOPT XMNOMUKPOHOB B KPOBM

Bonpoc:

[Toyemy B Te4eHnmn 4-5 4acosB nocne npmema
XUPHOW NULLM nasma MyTHasa ?

MoxHo nn 3abupaTtb Ha aHann3?



TpaHCNOPT 3K30reHHbIX NUNMAOB OT KULLIeYHUKa K
TKaHAM. XUNTOMUKPOHDI

B KneTKax CnM3ncToON KULIe4YHUKa obpasyroTcs

«He3pesibie» XUJTIOMUKPOHLI
JIlnmda,kpoBb

OGpa3yrTca «3penbie XM» 3a cyeT NPUCOeaAUHEHUA K HUM
anonpoteuHoB E u C-ll, koTopble B KPOBU NepPeHOCATCSA C
JIMBI1 (cMHTEe3npyroTCA B NeYeHn)

TAI B coctaBe XM nocTteneHHO ruaponun3yroTcs
FIUNONPOTENHNINMA30M, CBA3AHHOU C 3HOOTESNIuEM

KanunnsapoB pa3nnyHbiX opraHoB (aktuBupyetca anoC-ll )
«OcTtaTtouyHble XM»

BXXK NpoHMKaIOT B 3TV TKaHW, roe 3axBaTbIBalOTCA renaTouuTamMm,
OKMUCAISIIOTCS UnK AenoHupytotcs, 8 (ano E).chepmeHThI X nusocom
3aBMCUMOCTMN OT TKaHU N CUTYyaLUM, pacliennaroT 6enku u nunuabl,

N1 TpaHCNOPTUPYIOTCA C NPOAYKTbI rmaponusa
anbL6yMMHaMu B Ap. TKaHW Ucnosnb3yrTcs. Xonectepon u
BUTaMWUHbI UCMNONMb3YLOTCA.



Metabonuim nununpgoB Ne2

MeTabonnam TpMaumMnrnuLeponos.

[JlenoHnpoBaHMe n MOoOUNMN3auna HemTparnbHOro
Xupa.
[opmoOHanbHaA perynauua nunonusa
beTa - OKuCrneHue XNUPHbIX KUCNOT.
CuHTte3 BXKK. KeTtoreHes



Tpunaunnrnuuepon ( TAI' unn HenTpanbHbIN XUP)

CH2-0-C0O-R1

I

CH-0-CO-R: !
I

CH:-0-CO-R:



JNlokanu3auua cuHte3a TAl

* B neyeHn n XUPOBOUN TKAHU (NpenMyLLECTBEHHO)

B XMpPOBOM TKAHN — XXNPbl CUHTE3NPYIOTCS U
OENOHMNPYIOTCS

B neyeHmn — XXnp CUHTE3NPYETCA U3 YrIeBoaoB, 3aTEM B
coctaBe JIIMOHI (dpopmupytoTcs B NeYeHn)
CEKPETUPYETCS B KPOBb U JOCTaBSAETCS B ApYyrne TKaHU(
B NEPBYIO o4epeb B XXUPOBYHO).

« CUHTE3 XMpa B NEeYEHN U XKNPOBOU TKAHU NPOTEKAET Mo
eanHOMY MexaHu3My Yyepes obpasoBaHune
cdocchaTugHOn KUCNoOTbI U3

Auun- KoA v rmvuepon-3 cdocoara
[TyTn obpasoBaHua rnuueporn-3-gocdarta B 3TUX TKaAHAX
pa3Hble



dPoccaTnaHasa Kucnora

e CH.-0O- CO- R
I
CH-0-CO-R:
I
CH.-O-P



[MyTn obpasoBaHusa rnmuepon -3- hoccarta B ne4eHn u
XXUPOBOU TKaHU

CH: - OH

I

CH -OH rnmuuepon-3-cboccar
I

CH:-0-P

B neyeHu:

a) u3 duaudpokcuauyemoHgocgama — metabonuta
rMUKONNTUYECKOro 3Tana OKMCNeHNs YrneBoaoB.;

6) u3 enuuepuHa — nytem pochopunupoaHnsa ATO
dEepPMEHTOM MMULIEPOSIKMHA30M

B XXMpoBOM TKaHM:

a) us gpurugpokcumauetoHcgpocdara — metabonura
[MUKOSNTMTUYECKOro aTana OKUCNEHUs yrnesoaoB —
€OVWHCTBEHHbIN MYTb;

6) He BO3MOXHO. OTCYTCTBYET rmuueposrikmHasa



[MyTn obpasoBaHusa rnuuepon -3-cpocdara B ne4eHn n
XXUPOBOU TKaHU

CH:-OH
I

CH -OH rnmuuepon-3-cboccar
|

CH:-0-P

B nevyeHu:

a) u3 duaudpokcuauyemoHgocgama — metabonuta
rMUKONNTUYECKOro 3Tana OKMCNeHNs YrneBoaoB.;

6) u3 enuuepuHa — nytem pochopunupoaHnsa ATO
dEepPMEHTOM MMULIEPOSIKMHA30M

B XXMpoBOM TKaHM:

a) us gpurugpokcumauetoHcgpocdara — metabonura
[MUKOSNTMTUYECKOro aTana OKUCNEHUs yrnesoaoB —
€OVWHCTBEHHbIN MYTb;

6) He BO3MOXHO. OTCYTCTBYET rmuueposrikmHasa



UCTOYHUKU XKUPHBLIX KUCNOT Ana cuHTte3a TAl

XXupoBast TKaHb.

a) [penmywecteeHHo XK, ocBoboamBLumnecs npu
rmaponmae xnpos XM( ak3oreHHble Xupbl) 1 JINOHT
(3HOOreHHbIE, CUHTE3NPYEMbIE B NEYEHN)

6) CwuHTe3supoBaHble B agunoymtTax n3 MetadbonuTosB
yrnesogHoro oomeHa ( Auetun-KoA n HAOH+)

[lNeyeHb.

a) NpenmywecteeHHo XK, cMHTe3npoBaHble 13
meTabonutoB yrneBoaHoro oomeHa (Auetnn-KoA v
HALOOH+)



CuHte3 TAl

1. AKmueauyus >XupHou Kucsiomsil:
R 1COOH + AT® + HSKoA — R 1CO- SKoA +AM®

2. Obpa3oeaHue anuuyeposi-3-cpocghama
3. O6bpa3oeaHue hocchamuodHoOU Kucsiomsnil:
CH:2 - OH CH: - O-CO-R1
I I
CH - OH + R 1CO- SKoA CH- O-CO-R:
| R 2CO- SKoA — | >
CH:-0O-P CH:2- O-P
4. Cunme3 TAI'
ITepndukalmna XUPHOM KACIIOTOU MO MOSIOXEHU0 3 nocne
OTLEeNnneHns octatka PocdOopHOU KUCIOTbI

AbcopO6TUBHLIN Nnepuoa. AKTuBauma MHCYJIMHOM



Tpuaunnrnuuepornsbl ( XKuUpbl), AENOHUPOBAHHbLIE B
agunoumTax B abcopbTUBHLIN Nepuoa, UCNOoMNb3YyOTCS
KaK UICTOYHMK 3HEPTMX B Nepuog ronogaHna v npum
ANNTenbHOU husnyveckou padore.

Kupbl ABNSOTCS CaMbIMU BbICOKOKaNIOPUNHbIMUA
BelleCTBaMM B OpraHn3mMe, Tak Kak XXUpPHble KUCNOTHhI,
BXOoAdLNe B UX COCTaB, SABMAIOTCA Hanbornee
BOCCTaHOBJIEHHbLIMM MOJeKyramMum (T.€. coaepxalinumm
MHoro cBsasen -CHa-), npn okncneHnm KkoTopbIix
BblOensieTca 00nbLLIOE KONMMYECTBO SHEPTUN.

Tak, npu okucneHnn 1 r XXnpos Bblaenserca 9,7 kkan



Ucnonb3oBaHMe AenOHUPOBaAHHOIO Xupa (Mobunusauumsa).
TkaHeBoUu nunonus. Perynauus

TkaHeBOM NUNonu3 ( Mobmnnsauns TKAHEBOIO Xupa B
KrneTkax TkaHen ( npexae BCero B agunouunTtax)
npeacraBnsieT cobon depmMeHTaTUBHbLIN MMAOPOMN3 Xupa
00 XUPHbLIX KUCNOT U rmuuepona. [opMOH3aBUCUMbIN
depmeHT —Tprnauunrnuuepupgnunasa (TAlN-nuna3sa).
AktnBHocTtb Al -, 1 MAl'- nuna3 He 3aBUCUT OT
FOPMOHOB .

AkTnsumpytot TAl-nmnasy B OCHOBHOM FOPMOHbI
rMOKaroH v agpeHariuH 4yepes akTuBauuio
ageHunaTuukKnasHom cMcTeMbl, a TaKkke
COMaTOTPOMNHbLIN FTOPMOH U KOPTU3O-.

UHcynuH aedocdochopunupyet TAl-nmnasy, 4to
NPUBOOUT K €e MHaAKTMBaunn (TOPMO3UT JIUMNMONN3).



Perynauuns TkaHeBoro nunonmaa

[Tporennkunaza A
HeaKTHBHASN

ATD L 2 e [ nokaron (aapenamt)

+——uAMD

Ilporennknnaza A
AKTHBHAA

Y- mnaza \ M- mnaza
HeaKTHBHAA AKTHBHAA

inepot Limrepo

-~
-
-~
TAr %. AT —* MAT

RCOOH  RCOOH RCOOH

OKHCICHHS
+ B APYTHX
TKAHAIX

KupHoie
T KHCI0THI

AJLHIIOHAT KPOBL



UCTOYHUKM N 3HAYEeHUne XKXUPHbLIX KUCIOT

NUcmoYyHuUKuU:

- MMpoAayKTbl rMAponu3a (nepesapusaHiist) IK30reHHbIX
XXUPOB;

- MpoAaykKTbl TKAHEBOrO NNMNONN3a;

- CuHTe3 n3 metabonunTOB OKUCNEHUA YINeBoAOB

3HavYeHue:

- OKkucneHue ¢ BbICBOOOXAEHUEM IHEPrum;

CVHTe3 HeuTpanbHOro Xupa;

CuHTe3 rmuuepodochonmnupos;

CuHTe3 Apyrux CNOXHbIX NUNUAOB;

ATtepucdukaumna xonecrtepona



beTta-okucneHuve XKXUPHbLIX KUCIIOT

YKnpHble KNcnoTtbl aktuBupyroTcs B Lutosone ATO u
HSKoA

OKucneHne - B MaTpUKCe MUTOXOHOPUN

N3 umTto3onsa B MUTOXOHAPUIO aumn- SKoA
TPaHCMOPTUPYETCA B KOMMIEKCEe C KAPHUMUHOM

«YeSTHOK» (MOCTYNaEeT C NULLEN UMW CUHTE3NPYETCA U3 NIN3NHA U
METUOHMNHA)

(bepMeHT, HeobxoamMmblIn ana obpasoBaHUA KOMMNeEKea -
KapHUTUHaUunNTpaHcdepasa)

Tonbko B a3poOHbIX ycrnoBuax. Bogopoa 13 peakunm
oernapupoBaHus beta-okucneHuns noctynaet B LUMNO n
conpoBoXxaaetcsa cnHTeaomMm AT B npoLiecce OKUCITUTESTbHOIO
doocdopunmpoBaHus.

KoHeuHbI NnpoayKT beTta —okncneHuns- Auetun-KoA okucnsercs B
umkne Kpebca no CO2u Boabl C BbICBODOXAEHUEM 3HEPTUN

QHepreTnyeckum adoekT ogHoro umkna 5 moren ATO



beTa-oKucneHue xu PHbLIX KUCIOT

B e §
P CH,; ~~CH,—CH,—CH_—C~S-KoA Arne-KoA
7 C=n
FAD
. Auna-KoA-nernaporenasa
' FAD:H, —2 AT®
1
| B T
j CH, ~~_ CH,—CH = CH—C~S-KoA Lrowi-KoA
|
! H
: Enona-KoA-maparasza 20
B-okucieHue OH 0o
I I ;
: CH A~ CH2£CH-CH2—C~S-K0A B-liapokeuanni- KoA
|
I
: B- lnapokenaumni- KoA- NAD*
: AernaporeHasa NADH + Ht=—=3 ATO)D
I
| 8% S
: CH,~~_ CH,—C —CH,~C~S-KoA B- Keroammw-KoA
|
| HSKoA
1 B-Keroauna-KoA-mwoaasa
‘\
\ 3 9 O
~ 1]
S~ - == CH, ~~_CH,—C~SK0A + CH,—C~S-KoA



OKkucneHue rnuuepuHa

CH: -OH CH2-OH C OH

I 1 I 2 I

CH-OH +AT® -------- — CH - OH ------- — CH - OH — B rmukonus
I I I

CH:2-OH CH:z-0-P CH:2-0OP

 PepMEeHTbI:
1. nnueponknHasa
2. [nnuepondocdataerngporeHasa (kodpepmeHt HAL)



CuHte3 BXK

B abcopbTMBHBLIN Nepuoa (M36bITOK yrnesonos). B
uutosone. AKTMUBUpPyeTCs MHCYNMUHOM

« Cybcmpam: Auetun-KoA- metabonuTt okncrneHus
yrrneesogoB obpasyeTcsi B MUTOXOHOPUN.

* /13 MnuTOoXoHOpun B LMTO30Mb OH NOCTYNaeT B BUAE
untpata. Kotopbin aanee B LITK He npeBpallaeTcs, Tak
KaKk MHIMoupyeTca nsountpartaermgporeHasa
n3obITKoMm ATO.

» [lepeas peakuyus cuHme3sa - ATO-3aBucnmoe
kapbokcunupoBaHne Auetun-KoA go manoHunKoA

depmeHToM AueTunKoAkapookcunasa (aktneatop
NHCYNWH, OMOTUH3aBUCUMbIN EPMEHT —BUTaMKUH H).

CHs; CO-SKoA+CO.+ATd— HOOC-CH.—-CO-SKoA

[Hanee, n manonmnn n Auetun c KoA nepexogat Ha Allb un
KOHOEHCUPYIOTCSA ¢ obpa3oBaHneM auetoauetuna-Allb



OcobeHHOCTU cuHTe3a BXK

CuHTe3 npeacTaBneH nocrneaoBaTeNbHbIMU peakuusamu,
BeAyw MMM K yanuHeHuio monekynol XK. Katanusupyrorcsa
peakunn nonuPyHKUMOHaANbHbIM PepMeHTOM cuHma3sou
JXUPHbLIX KUCJIOM, cogepXawmnmn 7 akTUBHbIX LLEHTPOB U
auunnepeHocALnn 6enox.

Bce peakuuun cuHTe3a, KpomMme nepBoU NPOUCXoanT Ha
auunnepeHocsiwyem b6enke (Allb), B otnnuune ot beta-
OKUCJIIeHUS.

Ha sTtanax BoccTtaHoBneHus ncnonb3yerca HAJ®H+
(neHTO30ChOoChaTHOro UMkKna).

[MepBbIM UMKN 3aKaHYMBaeTcAa obpasoBaHmem 6ymupunAllb

ByTupun-Allb BHOBbL BCTynaeT BO B3aMMogencTeme ¢ MarioHusn-
AllB n TaKk 7 UMKNoOB, NOKa He obpasyeTcA NaNnbMUTUHOBAaA
KMcnoTa, U3 Kotopoun obpasyrrcs gpyrue BXKK.



CuMHTEe3 KeTOHOBbIX Ter

« KeToOHOBble TeNa - NPOAYKThbl KOHAEHCAUUN OBYX MOSEKYIT
auetun-KoA (CHs - CO- KoA).

 KeToHOBbIE TENa:
1. aueToykcycHaa kucnota CH3CO - CH2COOH

2. beTta-rugpokcubyTupar (beta-rmgpokcmmacraHasi Kucrorta)
CH3CH - CH2COOH
I

OH
3. AuetoH CH3-O-CHs3

[TpoLuiecc NpoTeKaeT B TOMNbKO B NEYEHM, OHM MOCTYNatoT B KPOBb
N NoTpebnaTca BCEMU TKAHAMU ( UCTOYHUK SHEPTNU), KPOME

NneyvyeHu.



CUHTEe3 KeTOHOBbIX Ter

O
il
2 CH3—C~S-KoA Anerii- KoA
HS-KOA,_ﬂ THo.1a3a
I
CHa—C—CHo—C~S-KoA Ancroanerit- KoA
’ i o
CHa—C~S-KoA I'MTI-KoA-cuHTaza«+———[[S-KoA
HS-KoA
i
[
"00C—CHz— CI;_ CH,—C~SKoA [I'MI-KoA
CHs
[ ['MI-KoA-maz3a
CH3—C~5KoA
0 O

[ I
CH3—C—CHz =+~ CHz—C—CH,—C00O" Aueroauerar

AueTon NADH +H*
NAD*

OH
|
CH3—CH—CH,—COO~  B-lnapokcudyrupar



CUHTEe3 KeTOHOBbIX Ten

CWHTE3 KETOHOBbLIX TEN B HOPME NMpPOoTeKaeT He3HaYUTenbHO U
cofepXaHune B KpoBU — crneabl;

CKkopocTb nx obpaszoBaHus 3HaYNTENbLHO yBeriniMBaeTcs B
nepuop ronoaaHua ( amerta, chmsnvyeckme HarpysKu ,
caxapHbin guaber).

B 3Tnx ycrnoBusix- HU3KMMN ypoBeHb UHCYJIMHA, N KaK ClieaCcTBME
yBefM4ymnBaeTcsi CKOPOCTb TKAaHeBOro JiIunosnunsa,
BO3pacTaeT ypoBeEHb CBOOOAHbLIX XXUPHbIX KUCNOT. [MNOKaroH v
agpeHanuH akTUBUPYIOT BeTa-OKUCNEHUE BbICLLINX XUPHbIX
KNCNOT  MNOBLIMAETCS YpoBeHb aueTunn KoA, KOTopbIU
orpaHmnyeHo nocrtynaet B uukn Kpebca ( aepuunt
OoKcanoaueTara — noTpeodrsgeTcs Ha rMIKOHEOreHes3) U
3HaumTernbHasa YacTtb auetusn- KoA koHgeHcupyeTcs C
obpa3oBaHNEM KETOHOBbIX TEfT.

[1pn ronogaHnn- NUNeEMns, KETOHEMUSA (B KPOBU h3>l<l<,
KETOHOBLIE TESMA); B MOYE — KETOHYPUA.



