OOMeH nunuaoB



Jlnnunabl — pa3HoobpasHble N0 XMMUYECKON CTPYKTYpPE BELLECTBA,
obbeanHeHHbIE B OOMH Kacc U3-3a cxoacTtBa U3NKO-XMMNUYECKNX
cBOUCTB. Bce npeacraBuTenu aToro knacca — ruapodobHble nnm
amdudunesHble (cogepxailume rmapoduribHele U rMapododHbIe
y4YacCTKN) COeANHEHUS, BbIMOSTHAKOLWME pa3sHOODpa3sHblie PyHKLNMN.

* Tpuauunnrnmuepons! (TAI) 1 XUPHbIE KUCMOTbl ABMIAKTCA
OONroBpeMeHHbIMU NOCTaBLLUMKaMU SHEPrMn ons opraHmama.

« dochonmnuabl, MUKONUNMAbI U Xoriectepon bnarogaps
aMdPNPUITBHOCTM MOSIEKYST y4aCTBYIOT B 06pa3oBaHMN KNETOYHbIX
MemMbpaH.

* [lpounsBogHbIe NONMMHEHACLIWEHHbIX XXUPHbIX KUCNOT:
npocTarfaHgnHbl, TPOMOOKCaHbI U NNENKOTPUEHBI, SIBNSIIOTCS
TKaHeBbIMW rOPMOHaMU, YHaCTBYHOLLMMU B perynsuymm
KOHUeHTpauun LAM®, Ba3o- n bpoHxoamnaTaLumm n KOHCTPUKLINN,
CBEpPTbIBAHMU KPOBU, BOCNANMUTENBHbLIX N anfeprnyecknx peakumnsax.

« XonecTepon — He TOSIbKO CTPYKTYPHbIN KOMMOHEHT MeMbpaH, HO n
npeawecTBEHHNK CTEPOUAHLIX TOPMOHOB, XXeN4YHbIX KNCNOT U
BUTaMMHa D3.



CTpOEHVIe OCHOBHbLIX nNMMNMNAoOB OpraHnM3ma

Xupbl unu TAT npeacraBnsatoT cobon crnoXxHble acoupbl rnuuepona um
BbICLLNX XXUPHbIX KUCIOT (puc. 9.1). Y yenoBeka XXUPHbI€ KUCNOTbI
NMELIOT YEeTHOE YMCNO YrnepoaHbIX aToMoB. Cpean HUX pasnmyaror:

HacblWeHHble, 0bLLas CTPYKTypa KOTOPbIX MOXET ObITb 3anucaHa
cnegytowmm obpasom: CH,-(CH,)n—-COOH. Hymepauus atTomoB naet
oT COOH-rpynnbl, yrnepoaHbin aToM, BXOASLLNUA BKOHLIEBYHO CH3-
rpynny, HasblBaloT wW-yrrnepogHsiM atoMoM. OCHOBHbIMM
npeacTaBUTENSIMM 3TOM rpynnbl ABNSAOTCS NanbsMutuHoBasa (C16:0),
codep)aHne KOTopon B Xupax vyenoseka coctasngaet 23+30%, u
cteapuHoBas (C18:0) kncnotbl. [Jns KpaTkon 3annucum XXNUPHbIX KNCIOT
00ObIYHO BBOOAT crieayowmne cumsonbl: Cn — 4ncno yrnepoaHbix
aToOMOB, Yepes3 ABOETOMME — YMCNO OBOMHbIX CBSI3EN, @ B CKODKax C
neucom A — Homepa yrinepoaHbIX aToMOB, MPU KOTOPLIX HAaXoOATCs
NBOWHbIE CBA3U;

MOHOHeHachbILWeHHble: nanbmMmutoonenHosas (C16:1 (A9) n onenHosasd
C18:1 (A9) kncrnotel. B TAI yernoseka cogepxaHnue orieMHOBOW KUCMOTbI
coctasnset 20+25%;



CTpOGHVIe OCHOBHbIX NMMNMAO0B OpraHn3mMa

NonunHeHacbIWeHHbIe (MNU NONMMEHOBLIE) KUCMOTbI MOYTU HE
CUHTE3NPYIOTCS B OpraHM3Me U SBMsi0TCS He3aMeHUMbIMU Uin
acceHUnanbHbIMU NMULLEBLIMN ddakTopamu. 3annucb 3TUX KACHOT
OCYLLECTBMAKT ABOSAKMM CNOCOOOM, NCMNOSb3Yd HYyMepaumio OT w-aToma C
yKasaHnemMm Homepa aToma, Npu KOTOPOM HaxoauTCcsl ABOMHAs CBA3b, UMK OT
COOH-rpynnbl, Kak yka3sbiBasrocb Bblwe. COBOKYMHOCTb OCHOBHbIX
acceHUManbHbIX BbICLLUNX XUPHbIX KNCNOT 0603Ha4vatoT Kak BUTaMuH F. K
HWUM OTHOCSATCS:

nuHonesas (w 6) kncnota — C18:2 (A9, 12), cooepxaHne KOTopowu B
nunupax vyenoseka coctaBnseT 10+15%, XoTs B TKAHAX OHA COBCEM He
CUHTE3UPYETCH;

nuHoneHosas (w 3) kucnota — C18:3 (A9, 12, 15), cnocobHas
CUHTE3MPOBATLCH B OPraHn3mMe XMBOTHbLIX B O4EHb MarblX KONIMYeCTBaXx;

9MKO3anosineHoBble KUCNOoThI, BKNtovarwwme 20 yrrnepoaHbiX aToOMOB.
OcHoBHOWM npencTasnTernib — apaxngoHoBas (w 6) kmcnota — C20:4 (AS, 8,
11, 14), YaCTUYHO CUHTE3NPYIOLLAACA B OpraHM3mMe M3 NIMHOMEBON KUCMOThI.
Ee cogepxaHue B cocTaBe nMNnaoB coctaBnseT okono 8% oT konuyecTsa
BCEX XUPHbIX KUCIOT YeroBeka. B pbibbeM Xupe, pacTuTernbHbIX Macrax
BCTpeYvaeTca anko3arneHTaeHoBad (w 3) KMCroTa C NATbH JBONHbLIMU
CBA3AMM.



CTpOGHVIe OCHOBHbIX NMMNMAO0B OpraHn3mMa

Tpuaunnrnmuepornbl ABMATCA BbICOKOKOHLUEHTPUPOBaAHHOW
doopmon aHeprun. Npn oknucrneHnn 1 rxupa Bblgendetcs 9,3 Kkarn,
4YTO NOYTWU B ABa pa3a bornblle, YeM NPU OKUCIEHUN TAKOro Xe
KonndecTtea b6enkoB unu yrnesogos. Haule Bcero TAI cogepxat
Pa3sHbI€ XUPHbIE KACIOTbI B - U - NONOXEHUSAX, camad
HeHacbILLEHHAdA KUCNOoTa, Kak NpaBuIio, NpMcoeauHsieTca B [3-
NonoXeHne Monekynbl. B Ha3BaHUAX XXMPOB nepBoHa4anbLHO
NepevmncriaioTCa XUpPHble KUCNOTbl C 3aMEHON OKOHYaHMSA -aTHa- Unn
yKasaHuem cnupta — rnuuepona. Hanpumep, TAI, BkrnovaroLwmm B
O NOSIOXEHNAX NaribMUTUHOBYIO N CTEAPUMHOBYIO KUCIOThLI, a B B-
MNOSIOXXEHMN ONENHOBYIO KUCNOTY, ByaeT Ha3biBaTbLCA MasibMUTOWUST-
onenn-creapounrnuepon.

docdo- 1 rmmkonMnNnuabl, XonecTepon ABMATCA OCHOBHbIMU
KOMIMOHEHTaMN MeMbpaH.



[NlepeBapuBaHue nMnuaoB

CyTo4Has noTpebHOCTb YernoBeka B Xxupax coctaenset 70-80r, xota B
NULLIEEBOM paLIMOHE UX coaepxaHmne MoXeT konedatbea ot 80 0o 130 . Y
B3pOCSbIX N0AEN pacLuensieHne NULLEBBLIX XXUPOB HAYMHAETCA B
aBeHaguaTmnepcTHoun knwke. ObasaTtensHbIM YCIIOBUEM NepeBapmBaHmg
SIBNSAETCSH 3IMYNbrMpoBaHne — CHUXeHNEe NOBEPXHOCTHOrO HaTSXXeHUs Ha
rpaHuLe pasgena Boga — Xup, Tak Kak XXupbl rmapodobHbl u cogepxaTcs B
KneTkax B Buae 6e3soaHbIX kanesnb. OCHOBHYIO pofib B 9TOM npoLuecce
UrpatoT XKenyHble KUCNOTbl, BXOASILLNE B cOCTaB Xenuu (puc. 2). byayum
amMUOUNBbHLIMN MONEKYNaMuU, OHU OKPYXXatoT Karnsiko XXupa u
CnocoOCTBYIOT ee APOBMEHNI0 HA MHOXECTBO MENKUX Kanenek. Takum
0bpa3omM MOSEKyIbl XXnpa CTaHOBATCA AOCTYMNHbLIMU ANS AEUCTBUA NNas,
coepXKalLuMxcsa B COKe NOMKernyaovHom xernesbl. B amynbruposaHum
NULLIEBOIO XMpa NOMUMO MULIENN XKEMNYU, B COCTAaBKOTOPbIX BXOAAT
doocdonunnabl: XXen4YHble KUCNOTbI: XOrIecTepon B COOTHoWeEHuUN 1 : 12,5 :
2, yyacTsytoT moHbl K, Na™, conm BbICLUKX XuUpHbIX kucnot, CO,,
bukapboHaTbl NaHKpeaTU4ecKkoro Coka 1 nepuctanbTMka KUWeYHUKa.
JKenyHble KNCIOoTbl, CUHTE3UPOBAHHbIE B NEYEHU, HA 2/3 KOHBbIOMMPOBAaHHbI,
TO eCcTb 06pa3yoT NPON3BOAHLIE C MOSIEKYNaAMU MULUUHAa U TaypuHa, 4To
YCUNNBAET AMYIbIMpyloLLMEe CBONCTBA 3TUX COEAUHEHNN.



Puc. 1. CtpoeHue
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Puc. 1. CtpoeHue
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Puc. 2. CtpoeHue XenyHbIX KUCMNOT

mapodunbHbIN y4acTok B Monekynax obpasytoT —OH-rpynnbl B 3, 7 NOMNOXEHNAX
nonuuuknuyeckon ctpyktypbol 1 COO-rpynnabokoBoro pagukana, a B
KOHBHOIMPOBAHHbLIX NPOU3BOAHbBIX — BECb Y4aCTOK, Ha4MHasi ¢ KapboHUNbHOW

rpynnbl 6GOKOBOro pagukana



[lepeBapuBaHme nMNnuaoB

B npoceeTe knweyHnka npomcxoguT akTuBaumsi naHKpeaTuyecKoun
nunasbl 3a C4ET nNpucoegnHeHns K pepmMeHTy benka-aktnsatopa
Konunasbl, KOTOPbIN TOXE CUHTE3NPYETCS B NOAKENYO0YHOU Xernese n
NOCTYNaeT B KULLEYHUK B COCTaBe NaHKpeaTM4ecKoro coka.
O6pasoBaHue KoMnnekca nmnasbl U Konmnasbl U3MEHSET
KOHJbopmauunto dpepmMeHTa, akTMBMpPYeT ero U cmewlaet pH gencreus c
9,0 no 6,0. lNaHkpeaTnyeckas nmnasa — rngponasa, oTwennarLWwasa c
BbICOKOW CKOPOCTLH XXUPHbIE KUCMNOTbI U3 A-MOMNOXEHUN MONEKYIbI,
NO3TOMY OCHOBHbIMU npoaykTamu rugponusa TAIT saensoTcA
MOHoauunrnuueporsbl (2-MATIN) v XXnpHble KMcnoTol (puc. 3).

B coctaBe coka nogxenyago4vyHou xeresbl NPUCYTCTBYIOT U Apyrue
rmaporsnasbl, y4acTBYHOLME B pacLUeneHnm nunnaos Nuwn. 1o

— XornecTeponacTepasa, kKatanusnpyroulas paclienneHmne agompos
Xofiectepona o BbICLUMX XUPHbIX KNCNOT U CBOBOAHOrO Xonecrepona,
n Habop chocchonunnas, pacwennarowmx dpochonmunuabl Ha BbicLUKE
XUPHbIE KNCNOTbI, rMULEepon, oCTaTtok oCcOopHON KUCNOTbI U
a30TUCTOE OCHOBAHUWE: XOSINH, CEPUH UMM 3TaHOMaMUH (puc. 4).
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Puc. 3. T'maponus TAl naHKkpeaTU4YecKon nmnason
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Puc. 4. T'mgponu3 achnpoB xonecrtepona un ochonmnuaos:

A. — rmgponna acnpoB XorecTepona;
Bb. — rugponuns dpocdonmnnga Ha npumepe pocharngmnxonnHa — neunTuHa



[lepeBapuBaHme nMNnuaoB

[MlepeBapuBaHue TAI Monoka y rpyAaHbIX
AeTen U geTten Mmnaglwiero Bo3pacTa

B coctaB TAI' Monoka BXoOsT XXUPHble KUCIOTbl C KOPOTKOM

anvHon uenu ot 4 go 12 yrnepogHbix atoMoB. B cekpeTopHbIX
Xenesax A3blka 1 Xenyaka cCMHTe3npyeTcsd nunasa,
paboTatowwas npun pH=7,0. OHa oTwenndeT B Xenyake
OCTaTOK OQHOW XXMPHOW KNCNOTbl N3 a-nonoxenunsa TAI
Mosioka. OcBoboaMBLLASACS XUPHAsI KUCNOTa BCaCbIBAETCS B
Xenyaoke nnu knwedvHuke, a anauyunrnuuepon (OAIN)
NOCTynaeT B KNLWEYHMK N NoaBepraeTca ruaponnay
naHkpeaTnyeckon nunason 4o MAI 1 XXMPHOW KUCMOTHI.



BcacbiBaHue npoAyKTOB rmaporsinia imnmnaosB

[1110X0 pacTBOpuMblEe B BOOAHOW cpede NPOoAYKTbl rmaponusa Nnunuaos: Bbicline
XUpHble kucnoThbl, 2-MAIT, xonecTeporn, a Takke NoCTynmMBLUKE C NULLEN
XupopacTteopumMble ButamuHbl A, [1, E, K BkntoyaroTca B MyLennbl XXen4yu,
oOpasys cMmewaHHble Muuennbl. B Takon hopme oHM BcacbiBatOTCA KreTKkamu
CNn3ncTom 0B60oMNoYKN KuwedHuka. lNpu BcacbiBaHUN 3TOT CNOXHbBIN
HaAMOMEeKyNApHbIN KOMMJIEKC pacnagaeTtcs. KenyHble KUCNOoThbl C TOKOM KPOBU
MNOCTYNarT B NeYeHb, a OTTyaa Yepes XenyHble NPOTOKU B XKENYHbLIN Ny3bipb U
3aTeM B COCTaBe MU LENS Xenyu CHoBa N3NnBarTCA B KNLWEYHUK. M3 KuwevyHuka
OKOMNO 5% >XeN4YHbIX KUCIOT BbIBOAUTCA C Karnom, a OCHOBHas mMacca
BCaCbIBaETCA, LMPKYNUPYH U3 NeYeHN B KeNYHbIA Ny3blpb, KULWLEYHUK N CHOBa B
neYyeHb. ATOT KPYroobopoT KeMYHbIX KUCIOT NOoy4nsi Ha3BaHue
3HTeporenaTU4eckon UMpKynsauuu. [otepn XXenyHbix KUCMOT B KALLEYHUKE
BOCHMOJSHSAKTCA 3a CHET CMHTE3a B NeYeHn n3 xonectepona. [nuuepon, dyayyu
BELLLECTBOM XOPOLLO pacTBOPMMLIM B BOAHbIX cpefax, BcacbiBaeTcs 6e3
y4acTunA Xenuu.

HapyLweHuns, Bbi3BaHHbIE CHUXXEHMEM MNOCTYMNIEHUS NaHKpeaTU4YeCKON nunasbl
(Mpwn NaHKpeaTuTe) UK XXen4m Npu HegoCcTaTOMHOM XenyeobpaszoBaHUN UNK
3aKyrnopKe Xen4yHblX NPOTOKOB (Ken4YHoKamMeHHasi 6ornesHb), CHUXalT CKOPOCTb
rmaponnsa NMnnaoB U CONPoOBOXOAAKTCA cTeaTopeen — NosiBlieHNeEM
HepacLLeneHHbIX XUPoB B cocTaBe dpekarnun. INpn aToM CHMXKaeTCs
BCaCbIBaHWNE MOSIMEHOBLIX XXUPHbIX KUCITOT N XXMPOPaACTBOPUMbIX BUTAMUHOB: A,
O, E, K, 4To npuBoguT K passuTtuo runoBUTaMMHO30B.



PecuHTe3 3k30oreHHbiIxX TAl B KneTKkax CrimancTom
KULLEeYHMUKA U UX TPAHCMNOPT NO KPOBU

3 npoayKToB rmaposninia XuUpoB B KreTKax CNmM3ncTon KNLWLEYHUKa
noet cuHtes TAI. lNpegBapnTenbHO XXUPHbIE KNCOTbI
aKTuBupyroTca npu ydactum aumnn-KoA-cuHTeTas, cneunduyHbIX K
OnvHe yrnesogopoaHoro paaunkana. CywecTtByeT Tpu Buaa
doepMeHTOB: OANH aKTUBUPYET XUPHbIE KUCMOTbI, BKIHOYaKoLme
2+3 yrnepoaHbiXx atoma, apyrov cneundumyeH K XXUpHbIM KUCoTam
CO cpegHen onuHom uenun B 4+12 yrnepogHbIX atToMoB, a TPETUN
npespallaet B auusn-KoA annHHoueno4vyevHble XXUPHbIE KNCIOThI,
cocTosLwmre n3 12+24 yrnepoHbiX aToOMOB.

R—COOH + HS — KoA + AT@ —2—fod-cummenda
—>R—-CO~S—-KoA+ AMD+ H ,P,0,

[lanee akTMBMPOBAHHLIE XXUPHbIE KACMNOThLI 4OCTpanBaoT 2-
MAI go TAI npu yyactun pepmMeHTOB —TpaHcauunas unm
auunTpaHcdepas (puc. 5).
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Puc. 5. PecuHTte3 TAI B Knetkax CriM3UMCTOMN KULLEYHUKA



PecuHTe3 ak3oreHHbIx TAI B KIeTKax CNmM3nCTON KULWEYHUKA U UX TPAHCMNOPT Mo KPOBU

[mopodobHbie TAI BKMovatoTCA B BOAOPACTBOPUMbIE
HagMOJIEKYNAPHbIE KOMMIIEKCbl — XUNOMMKPOHBI (puC.
6), npeacraensaoLwme cobom ogmH N3 BUOOB
nunonpoTenHoB, obecnevnBatoLnMX TPAHCMOPT XXUPOB Mo
KpoBU. OHN aBnarTca cdhepuveckumMmmn Yactmuamm,
BHYTPEHHEE CcoAEPXKMUMOE KOTOpbIX obpasytoT TAI u
adompbl xonecrtepona, a Hapy>XHYyt 000NOYKY —
doocdhonunuabl, Xonectepon n 6enkn: NHTerpanbHbIe
(NpoHM3bIBatoLLne poconnuaHbin CRon) u
nepuepunyeckmne (B3anmMoagenCcTByoLME C HAPYKHbIM
CIioemM MeMOpaHbl).



Benku

Tpruaumnrnuuepons

Sdup xonecrepona

dochonunuas!

Xonecrepon

Puc. 6. CtpoeHne nmnonpoTenHoB.
Appo vyacTtuubl npegcTtaBneHo HenonapHoiMu nunugamn: TAI n acoupamm
xonecrtepona. 9Xc — apupbl Xorectepona
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Tpurnuyepuabl

benok
(npoTeuH)

Poconunuabi

CeobopgHbIv
XonecTepuH

XonecTtepuH cBA3aHHbIN
C XXMPHbIMWU KUCIIOTaMu

Puc. 6. CtpoeHne NnMNonpoTenHOB.



PecnHTes ak3oreHHbiX TAIT B KrneTkax CnMsncTon KULWeYHKa U MX TPaHCMopT No KpoBuU

B coctaBe Xx1nomMmkpoHoB (XM) aK30reHHbIe Xnpbl HYepes
nMM@aTnyYecKyro CUCTEMY MOCTYMNarT B KPOBOTOK, rae
nommumo XM, OCHOBHOW TPaHCMOPTHOMN (POPMbI 3K30MrEeHHOro
Xupa, NPUCYTCTBYIOT U ApYyrue nmnonpoteuHsl (tabn. 1). Tak:

NMNonNpoTenHbl 0deHb HM3KoW nrioTHocTu (JINOHIT)
TPaHCNOPTUPYHOT CUHTE3NPOBAHHbLIE B Ne4YeHN 3HOOreHHbIE
XUpPbI N XOnecTeporn,

NMNonpoTenHbl NpomMexyToyHou nnotHocTy (JIFFTT)
obpaasytotrca s JINOHI nog gencrenem JMN-nunassi,
PACrOSIOXKEHHOM Ha CTEHKaxX COCYOOB, U ABMAIOTCS
npeawectseHHukamu JIMNHIT;

nunonpoTenHbl HM3Kon nnotHoctu (JIMNHI) nepeHocar
X0riecTepon K TKaHAM. JIMnonpoTenHbl BbICOKOW MMOTHOCTH
(JIMNBI1) obecneunBaloT gocTaBKy 6ENKOB Ha apyrue
NMNONPOTENHBLI U MEePEeHOC XoSiecTeposia OT TKaHEW B NeYeHb.



PecuHTe3 ak3oreHHbIxX TAI B KIeTKax CNmM3nCTON KULLEYHUKA U UX TPAHCMNOPT MO KPOBU

CocTaB OCHOBHbIX amnonporTenHoOB KPOBU YHYeJioOBEeKa

Tabnuua 1.

”(Vég%?ggfﬁ'/':)b' Xunomukporsl | MNOHN | nnnn | nnHM | nnBen
TAl 85 55 26 V4 3
Bernku 2 10 11 22 50
Pocony- 3 18 | 23 | 21 | 27
nuabl
Xonucteporn
(Xc) 2 V4 8 8 4
Admpbl Xc 3 10 30 42 10




PecuHTe3 ak3oreHHbIX TAI B KIeTKax CNmM3nCTON KULWEYHUKA U UX TPAHCNOPT MO KPOBU

B kpoBeHocHoM pycne XM koHTakTtupytoT ¢ JINBIT u mexgy Humm
npoucxoant obmMeH memopaHHbIMK Benkamm

— anonunonpotenHamu. XM nonyyatot ot JIINBI'N Ano Cll u Ano E,
a xunomukpoHsl otaatoT Ha JIMBIT Ano A.. INony4yus Ano Cll v Ano E
, XM 13 He3pernon dpopmbl NpeBpaLlaloTcsa B 3periblie YacTUlbl, Tak
Kak 9T 6enku obecnedmsBaroT ganbHenwmnm metadonmnam XM. Ano
Cll — aktunarop J1'-nnnasbl, pepmeHTa, NoKann3oBaHHOMO Ha
aHpgotenuun cocygos. C nomouwbio Ano CIIXM ceaseiBatotesa c J1IM1-
nunasoun, KoTopaga rmaponn3yeTt Haxoasimecs BHyTpu Yactuy, TAl
Ha rnuuepon n Boiclune XupHole kncnotbl (BXKK). XM Ha 85+90%
cocToaT U3 TAI, noaTtomy, Tepdas XKnpbl, OHX NpeBpaLlatoTcs B
octato4Hble XM. lNocnegHne Bo3BpawatoT AnoCll Ha JIMNBI n
yaansaTcsa N3 KpoBoToka ¢ nomMoLllbio Ano E. PeuenTtopbl KNeTok
nevyeHn cBA3bIBAOTCS C 3TUM DENKOM 1 nornowarT YacTuubl No
MexXaHn3My aHgoumTosa (puc. 7). B knetkax nedeHn aHO0COMbI
CNinBaKTCA C NM30COMaMU, U COOEPXKUMOE OCTaTOYHbIX
XUITOMUKPOHOB rMAponn3yoT Nn3ocomMarnbHble ePMEHTLI.
Ob6pasyoLmnecs NpoayKTbl NCNOMNb3YHTCS AN BHYTPEHHUX HYXA
opraHa.
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Puc. 7. Metabonmam XxMmnoMmMKpoHOB



JHAOOreHHbIN CUHTE3 XXMPOB B nepuon
nuwLe BapeHus

B abcopOTuBHbBIN Nepuoa unun nepuo nuleBapeHnsa YacTb SHEProOHOCUTENEN,
TaKnX, Kak rroKko3a n XXnpHble KUCIoThbl, 3anacatTtcd B suge TAl B
cneunanmanpoBaHHbIX KNeTKax XX1UpoBon TKaHM — agunouuTtax. B aToT nepuopg B
KPOBW MOBbLILLAETCA KOHLEHTPaUNS rMKo3bl U yBennymMBaeTc
NHCYINH/IIoKaroHoBbIN nHAekc. HcynnH nHayuupyet cuHtes J1N-nnnassbl 1
YCKOPSET NOCTYNSIEHNE 3K3OreHHbIX BbICLUMX XUPHbIX KACNOT B aguUnounTbl, rae
OHW UCNOSb3YTCA Ha cuHTe3 TALI.

YTunnsauus rmoko3sbl NeYeHbo, MbilLaMy 1 XXUPOBOW TKAHbIO aKTUBUPYETCS
WHCYINMHOM, TaK Kak OH CTUMYNUPYET BKItOYEHME NePeHOCYMKOB

rnoko3bl [TIKOT-4 B MemMOpaHbl XXKMPOBOW U MbILLEYHOW TKAHEN U TaKMM 0Bpa3om
aenaet ux npoHMUaemMbiMn ANs rKO3bI.

B neyeHn ropMOH MHOYUMPYET CUHTES MMIOKOKMHA3bl, OCPOPPYKTOKNHASLI U
NUpyBaTKNMHAa3bl, KOTOPblE YacTb IMOKO3bl, HE NCMNOSIb30BaHHOM HA CUHTES
[MUKOreHa, OKUCAAKT B renatounTax 4o nupyearta B rnpouecce adpobHoro
rmmkonunaa. lNpouecc yckopsaeTcsa He TONbKO 3a CYET YBENUYEHUA KONMYecTBa
9TUX PEPMEHTOB, HO 1 Brnarogapsi TOMY, YTO UHCYNWH, akTUBUPYS
cneundunyeckyro goconportenHgocdarasy, nepesogut bP-pepmeHT n
nupyBaTknHasy B gedocgopunupoBaHHyto dpopmy. B aTnx ycnosumsax
YCKOPSETCA CUHTE3 PPYKTO30-2,6-dbocdarta — MOLLHOro aktmsaTopa
doochoppyKTOKMHA3LI U NUpyBaTa U3 doocoeHonnmupysara.



OHOOreHHbI CUHTES XXNPOB B Nepuop, NULLeBapeHns

CuHTE3 BbICLUUX XNPHbLIX KUCINOT

[MnpyBaT U3 LMTO3051A TPAHCNOPTUPYETCA B MUTOXOHOPUW, A€ YaCTUYHO
nogBepraeTcsa okMcnuTenbHomy aekapbokcunuposaHuto MNMOK komnnekcom ¢
obpasoBaHuemM aueTtun-KoA,n kapbokcunmpyetcs nnpysaTkapbokcmnasomn c
obpasoBaHMeEM OKcarnoaueTtaTa.

O6a npogykTta B peakuumn, katanmanpyemon dpepmeHtom LITK —
UMTpaTCUHTA30M1, NpeBpaLalnTCa B LMTPAT N C NOMOLLbIO COOTBETCTBYHOLLIEN
TpaHCIoKasbl NoKMAaT MUTOXoHAPUN (puc. 8). YTeuka untpata B LUMTO30/1b
00bsiCHAETCS TeM, YTO B abCOpOTMBHbLIN NepUo B MUTOXOHOPUAX 0OpasyroTcs
bonbwue konmndectea AT® n NADH, koTopble, SIBNASCH anfiocTepuyeCcKMmMm
NHIMBUTOPaMK nsounTpaToerngporeHassl U a-KetornyrapartaermgporeHasHoro
KOMMJIeKca, CHUXaloT UCNob30BaHMe unTparta B LMTPATHOM LUKIE.

B unTtosone untpart pacnagaetcs Ha okcanoauetar n auetun-KoA npu yyactuu
depmeHTa yutpaTtnumasbl. AueTnn-KoA BoBNeKaeTca B CUHTES BbICLLUUX XXUPHbIX
KMCNOT, a oKkcanoaueTaT nog AeMCTBMEM LUTONNa3MaTU4ECKOU
ManatgerngporeHa3sbl BOCCTaHaBMMBaETCA B ManaT, KOTopbIv nubo ¢
NMOMOLLbIO COOTBETCTBYIOLLEN TPAHCIIOKa3bl BO3BPALLL@ETCA B MUTOXOHOPUM,
NGB0 C NOMOLLBLIO ManukdepmMeHTa NOABEPraeTCsl OKUCIIEHUIO U
nexkapbokcunmposaHuto ¢ obpasosaHnem nmpyeata 1 NADPH-goHopa
BOAOpOAa B peaKkuusaxX BOCCTAHOBMEHUA npu cnHtese BXKK.
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Puc. 8. ObpasoBaHue u3s rnoko3bl auetun-KoA — cybctparta cuHtesa BXKK
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OHOOreHHbIV CUHTES XKUPOB B Nepuoa nuueBapeHusi. CUHTE3 BbICLUNX XXUPHbIX KUCIOT

VHCYNnH nHayuupyeT CUHTE3 uuTpaTnvasbl UManukdgepmeHTa.
Peakuus, katanusnpyemasa untparnmason, UOeT C 3atpaTon MOSEKYIbI
AT®D, sHeprmusa KOTopon 3aTpadunBaeTcd Ha 0bpa3oBaHME MAKPOIPrMYECKOW
CBA3N MexXay octatkom auetuna n HS-KoA (puc. 9).

OCHOBHYI0 perynaTtopHyto peakuuto cuHtesa BXKK katanusmpyer
brnoTuHcogepxawmum gepmeHT — aueTun-KoA-kap6okcunasa, B xoae
koToponaueTun-KoA npespauwiaetca B manoHun-KoA (puc. 10).

bnarogaps kno4yeBoMY NOMNOXKEHMIO 3TON peakumn B cuHTese BXKK
aKTMBHOCTb aueTun-KoA-kapbokcmnasbl MOXET U3MEHATLCS B LLUNPOKNX
npenenax nyTem:

accouuauum n guccouuvaumm npoTomepos. Lintpat ctumynupyer
accoumaumio 1 noBblWaeT akTUBHOCTb pepMeHTa, a yBennyeHune
KOHUeHTpauun aunn-KoA yckopset auccoumaumno NpoToOMeEpPOB U CHMXKaET
aKTUBHOCTb (PEPMEHTa;

dochopunupoBaHua u gecgpochopunupoBaHua. IHCynmH ctumynumpyet
nedgocgopunmpoBaHne 1 NoBbLILLAET aKTUBHOCTL PepMeHTa, a rftoKaroH u
agpeHannH — docopunnpoBaHne N ero UHakTMBaLMmIo.

UHAYKUMN CUHTE3a HOBbIX MoreKyn dpoepmMeHTa rnofg BriMsHUeEM
NHCYNKNHa.
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Puc. 9. Peakuus, kKatanusampyemas umtpaTnmasou
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Puc. 10 A. CuHTe3 manoHun-KoA
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Puc. 10. CuHte3s manoHun-KoA u ero perynauus:
b — accouunauna n guccounauma npotomepoB aueTun-KoA-kapbokcunassl;
B — dpochopunmposaHue n gecdocchopunmpoBaHne depmMeHTa



OHOOreHHbIV CUHTES XKUPOB B Nepuoa nuueBapeHusi. CUHTE3 BbICLUNX XXUPHbIX KUCIOT

NHCYNnH nHayumpyet Takke CUHTE3 NonugyHKUMOHanLHOro
depmMeHTa — NnanbMUTUSICUHTAa3bl, UM CUHTa3bl BbICLUUX
XUPHbIX KNCNOT. CeMb aKTUBHbIX LLEHTPOB 3TOro bepMeHTa
CcnocobHbI KaTanu3npoBaTb Psig NocneaoBaTerbHbIX peakuun.
[1Ipouecc HOCUT LUMKNNYECKUN XapaKTep, B Xo4e Kaxaoro
LMKIIa npoucxoauT yariMHEHNE XNUPHOM KUCNOTbl Ha OBa
yrrnepogHbix atoma. NpomexyTodyHble NpPOAYKTbl CUHTE3a
OCTaloTCs CBA3aHHLIMU C PEPMEHTOM BMJ10Tb A0
obpasoBaHUA NarbMUTUHOBOW KUCIOTHI.

depMEHT COCTOUT N3 ABYX NOEHTUYHbLIX NPOTOMEPOB, Ha
KaXkOoM U3 KOTOPbIX UMetoTca ABe OYHKLMOHASIbHO

aKTUBHble —SH-rpynnbl: ogHa NpuUHaANeXnT oCcTaTky
LUUCTEUHA — S1H, a apyraqa — 4-
ocponaHTeTenHTnoaTaHonammHy — P-S,H (puc. 11),
KOTOpbIN COAEPXUT NPON3BOAHOE BUTaMUHa B, —
MaHTOTEHOBOW KNCIOTbl U NPUCOEAUHEH K paguKarny cepmHa B
cocTaBe (pepMeHTa.
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Puc. 11. CtpoeHune hochonaHTeTeMHTUOITaHONMAaMUHA



OHOOreHHbIV CUHTES XKUPOB B Nepuoa nuueBapeHusi. CUHTE3 BbICLUNX XXUPHbIX KUCIOT

[Tpouecc Ha4YMHaETCA € NnepeHoca aueTUnbLHOro octaTka
oT aueTun-KoA Ha HS. - rpynny doepmMeHTa npu y4actum
aKTMBHOTIO LieHTpa, obnagatouiero
aueTunTpaHcdepasHon akTUBHOCTLIO (puc. 12). 3atem
LEHTP C aKTUBHOCTbI ManoHunTpaHcdepassbl
NpucoeanHAeT OCTaToOK MarioHnna ot MmanoHun-KoA K
HS,-rpynne Toro e npotomepa (peakuus 1). B peakuuu
3 KaTannm3npyemon KetoauusriCMHTa3HbIM LLEHTPOM
aLieTUIbHbIN OCTaTOK NnepebpackbiBaeTcs Ha
ManoOHUIbHbIN ocTaTtok Ha mecto —COOH-rpynnebl ,
KoTopasi BbiTecHsieTcs 13 monekynel B Buae CO.,,.
ObpasyeTcs nepBbin NPOMEXYTOYHbIM NPOAYKT CUHTE3A
— auetoauetun-E (E — epmeHT), CBSA3aHHbIN C S -
rpynnov gepmMeHTa TMO3IMUPHOU CBA3bIO.
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Puc. 12. CuHTEe3 NnanbMUTUHOBOMW KUCNOTDI.
XKVpHble KNCNOTblI MOTYT CUHTE3UPOBATLCH OAHOBPEMEHHO Ha 060MX CybbeanHuLax epmeHTa,
HO Ha cxeme npeacTaBneH Npouecc, NpoTekarLwmn Ha O4HON N3 HUX



OHOOreHHbIV CUHTE3 XKUPOB B Nepuoa nuuesapeHus. CUHTE3 BbICLUNX XXUPHbIX KUCIOT

[Mocnenytowmye peakunmn HanpaeneHbl HA BOCCTAHOBIIEHME [B-KeTorpynnbl 1
npeBpalleHne ocTtaTka auetoaueTtun-E B 6ytnpun-E. Npn atom cybeTpar,
KOBaSIEHTHO CBA3aHHbIN C PEPMEHTOM, C MOMOLLbIO
dhochonaHTETEMHTNOITAHOTAMUHOBOW «PYKN» NEpPEMELLAETCSA U3 OOHOrO
aKTUBHOIO LIeHTpa B ApYrown, rae nogsepraeTca COOTBETCTBYHOLLNM
npespalleHnam. Ha ctagnax BoCCTaHOBIIEHUS 3aTpadnBaeTcsa 2 MOoreKkynbl
NADPH + H*, koTopble opraHn3m nony4yaeTt YacTU4YHO M3 NeHTo3odocdaTHOro
NyTW, YHaCTUYHO 3a cHeT paboTbl Manuk-pepmeHTa. ObecneyeHHOCTb
KodpepMeHTaMun gocTuraeTcsa bnarogaps Tomy, 4To B abcopObTUBHBIN Nepmnos,
NHCYNWH NHOYUMPYET CUHTE3 Manuk-pepmMeHTa 1 rmoKo30-6-
docdaraerngporeHasbl — nepsoro NADPH obpasytolero doepmeHTa
OKUCNUTENLHOW pasbl NEHTO30¢0CcaTHOro NyTu.

KoHeuHbI NpoAYyKT NepBOro LuMkra cuHtesa 6ytnpun-E, cBaszaHHbIN TMOSUPHON
CBSI3blO C S, rpynnoii pepmeHTa, nepemelaercs Ha HS, -rpynny, a k
ocsoboauBLenca P—S, H-rpynne nprcoeanH1TCS HOBbIN OCTATOK ManoHuna u
Ha4YMHAETCS CreayLmin LMK CMHTE3a, B XO4e KOTOPOro octaTok bytupuna
YOSTMHAETCA elle Ha 2 yrinepoaHbIX aToma ¢ 06pasoBaHMEM LLECTUYTINEPOAHOM
Kncnotbl. B pe3synesrate cemmn 060pOTOB LMKNa nonydaeTca nanbmMmtun-kE,
KOTOPbIN MMOPOSINTUYECKN OTLLENNSETCS OT NanbMUTUIICUHTA3bl NPU y4acTum
nanbmMutTungeauunasbl.

[ManbMuUTaT — OCHOBHOW NPOAYKT AaHHOro dhepmeHTa, XOTS B HE6ONbLINX
KONuyecTBax MoryT CUHTE3NPOBATLCA XUPHbIE KNCNOTLI C 6oree KopoTKOn
yrnesogopoaHomn uenbo. CymmapHoe ypaBHeHME CUHTe3a nanbmMmTaTa MOXHO
3anucartb crneaylowmnm obpasom:
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H,CCO ~ SKoA+THOOCCH,CO ~ SKoA+14(NADPH" H ") —>
— C,.H,,COOH +7CO, +8HSKoA+14NADP"* + 6 H,0



OHOOreHHbI CUHTES XNPOB B Nepuop, NULLEBapeHus.

CUHTEe3 XUPHbIX KUCIOT € bonbLuem yem C
yrnepoaHbIX aTOMOB

XK1pHble KUCNOTbI C YACIIOM YIIiepoaHbIX aToOMOB bornblLue,
yeM 16, CUHTE3UPYIOTCH B dHAOMNMNA3MaTU4YeCckoM pPeTUKyrnyme
aHarnorn4Ho ToMy, Kak 3To NponucxoauT Ha
nanbMuTUricnHTase. OgHako KaXgyro ctaguto npouecca
KaTanusnpyroT oTaesribHble pepMeHThIl. YanMHeHne uenu
nponcxoguTt ¢ nomMmoLlbo ManoHun-KoA, a B peakumnsax
BoccTaHoBneHma ncnonb3dyetcsd NADPH + H”.

Obpa3oBaHME HEHACbIWEHHbIX XXKUPHbIX KUCIIOT —
NanbMUTOONENHOBOW N OFTEUHOBOWN KUCIOT — NPOUCXOAUT Ha
MemMbpaHe aHAonnasMaTu4eckoro petukynyma (GOP), ABOMHbIE
cBs3n mexay Cy 1 C,  BO3HUKAIOT 3a c4eT paboThbl
OKCUreHa3bl XXMPHbIX KUCNOT, KoTopasi TpebyeT aAnga cBoewn
pabotbl yyactus O, 1 NADPH.

16 UNCIIOM



OHOOreHHbI CUHTES XNPOB B Nepuop, NULLEBapeHus.

CuHTE3 Tprnaunnrnuueponos

[Tpouecc naet B TedeHne 4 — 5 4acoB rocrie npmema nuLu B nevYeHn m
XXMPOBOM TKaHU C UCMOSIb30BaHNEM 3K30reHHbIX U 9HAoreHHbIX BXKK, a
TakXxe rnuuepona, noctynmellero B coctase TAI nuwm nnm
obpasytoweroca u3 gurugpokcmnauetoHgocdgara (AAP) — ogHoro um3
NPOAYKTOB KaTabonnama rmnokosbl. B neveHn v agunountax JAD
BOCCTaHaBnuBaeTtca rnuuepon-3-cpochataerngporeHasomn 4o
rmuueporn-3-pocdara (puc. 13).

CBoboaHbIv rmmuepon docdopunmpyetcda ¢ nomoLlbio ATO

B rnuuepors-3-gpocdat TOMbKO B NeYEHU, KULLEYHMKE N MOYKaX,
MOCKOJSIbKY TOJSTIbKO B 3TUX OpraHax MMeeTcsa (pepMeHT rnmueponkKmnHasa
(puc. 14).

[anee rmuuepon-3-gocdart B3anmMogencTByeT C aKTUBMPOBaAHHLIMU
dopmamn BXXK — auunn-KoA ¢ obpasoBaHnem dgpocatnaHom KNCNoThI,
KoTopas ucrnosb3yetcs Ha cuHte3d TAI n obpasoBaHme pocchonnnmaos
(puc. 15). INprnyem, ecnun BCe KNETKN, 3a UCKITIOYEHNEM SPUTPOLUTOB,
CNOCOOHbI cUHTE3NpoBaTh poconunuabl, To cuHTe3 TAI npoTtekaeT
rMmaBHbIM 0OpPa30M B NEYEHU, XKNPOBOM TKAHW, NAKTUPYOLLEN MOSTOYHON
Xenese 1 KNLWeYHUKe.
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Puc. 13. O6pa3zoBaHue muuepon-3-pocdara ns QAP
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Puc. 14. PochopunupoBaHue rnmueporna rmmueposiKkuHa3son nevyeHum



A®  aAre

NoKO3a - -- - > g:gg::uemﬂ- — l'lnmgga::m-&‘ / Mnuuepon
2 Aunn-SKoA
®ocgarnaHan
KMCroTa

@y
WMuoanTon Aunn-SKoA

Qocipatuaun- _ o La®-OAT 1,2-0uauun- N Tpuauun-

WHo3WTON muuepon rnuuepon
V CepuH
LO®-xonuH
3TaHONaAMMH DocaruauncepuH (me-aT@"H)
K’ €O, DochoxonuH
\ (®ocroaraHonammuH)
CepuH DocthaTUAMNITAHONAMUH Afl®
CHj
\‘ AT®
Xonuu
DochaTManNXonmH (3ranonamuH)

Puc. 15. CuHTte3 B neveHun TAI u cpochonunuaos



Ucnonb3oBaHMe XXUPOB B Ka4eCcTBe UCTOYHMKA

JHeprum

[NepekntoveHue npouecca cuHteda TAlI Ha X OKUCINEHNE NMPONUCXoanNT
Npu CMEHe nepuoaa nuuieBapeHnst Ha NocTabcopObTUBHOE COCTOSAHME,
NpU CTPECCOBbLIX CUTYyaUUsaX N ANUTeNnbHOM domnanyeckomn pabore.
CHMXeHne KoOHUEHTPpaLuumn rmoKo3bl B KPOBU CTUMYINUPYET CEKPELUO
[MoKaroHa, a ctpecc U gusmnmdeckas akTMBHOCTbL COMNPOBOXAAOTCH
BblOpocom agpeHanuHa. Oba ropmoHa, 0yayym aHTaroHMcTamu
WHCYNWHa, Yepes3 ageHunnaTumKnasHyo cCUCTeMy nepegadm curHana
aKTUBUPYIOT NPOTENHKMHA3Y A, KoTopas doocdopunmpyeTt n Takum
obpasom aktnsupyet TAl-nuna3sy nnv ropmMoH-

YyyBCTBUTENbHYIO nuna3sy agmnoumtoB. B atux ycnosuax TAl-nunasa
HauyMHaeT rmgponuns xupa go rnuuepona n BXK. B pacwenneHun TAI
y4acTBYIOT TpU nmnasbi:

nepBoHa4vanbHO TAIl-nMnasa oTtwenndeTr ogHy MOMEKYny XXUPHOU
Kncnotbl 1 npeBpawaet TAl B gnaunnrnuuepon (OAID);

OAl-nnnasa npogomnmkaeT rmaponuns XXmpa n ocsoboXxaaeT cneayoulyto
monekyny BXK;

MAI -nnnasa 3aBepLuaeT pacLuenneHue xupa o rmuueporna n BXKK.



Mcnonb3oBaHne XMNPOB B Ka4eCTBe NCTOYHNKA SHEPTIUN

B agunouutax CKOpOCTb-NMMMUTUPYIOLLIEN CTagneN nNUnonmsa ABnseTcd
peakuus, katanuampyemaa TAl-nmnason, nockonbky OAI- n MAT -
nunasbl NPUCYTCTBYIOT B KNETKax B OOMbLLIOM KOMUYECTBE, U, Kak TOMbKO
TAl-nnunasa akTmBupyeTcs, NpoLuecc nunonnsa UAeT 4o KoHua ¢
BOnbLLON CKOPOCTbIO.

[Mnuepon, 6yayym BeLWECTBOM, XOPOLLO pacTBOPUMbIM B niiasme KpoBu,
TpaHCNOPTUPYETCS B NEYEHb M UCMOSIb3YETCHA HA CUHTES IMHOKO3blI.
XKunpHble Kncnotobl 06pasyoT KOMMNEKChI C anb0yMUHOM KPOBMN,
OOCTaBNSATCS B pa3Hble OpraHbl U TKAHW: MbllLbI, NEYEHb, MOYKU K
ap., rae OKUCNAKTCA C BblAENEHUEM 3HEPTUN.



cnornb3oBaHue XNPOB B Ka4yeCTBE UCTOYHUKA SHEPIUN

OkucneHue BbICLUMX XXUPHbIX KUCIIOT ([3-OKMUCreHune)

Okuncnenue BXXK npotekaet B MUTOXOHAPUANTbBHOM MaTPUKCE TOSTbKO B
a’pObHbIX YCNOBUAX, TAK KaK TECHO CBSI3aHO C PYHKLIMOHNPOBAHMEM
LMTPAaTHOrO LUMKa v uenu nepeHoca anekTpoHoB. XXNPHbIE KUCMOTbI C
KOpoTkown anuHon uenu (4+10 yrnepoaHbiX aTOMOB) CAMOCTOSATESTbHO
NPOXOAAT B MUTOXOHOPUN U TaM aKTUBUPYIOTCS.

Aumnn-KoA-cnHteTtasa 3P nnm Hapy>XHoU MeMbpaHbl MUTOXOHOPUN
npespawaeT BXXK Bauun-KoA. 3atem nog gencremem dpepmeHTa
KapHutTnHauunTtpaHcdgepasbl | (KAT 1) aumnbHbin octaTtok cauun-KoA
NepeHOCUTCH Ha KapHUTUH ¢ obpa3oBaHMeEM aunrkapHUTUHA (puc. 16).
Cneuunduyeckasa TpaHcnokasa npoBoaguT 3TO BELLECTBO Yepes
BHYTPEHHIOI MeMbpaHy MUTOXOHAPUN. Ha BHYTPEHHEN NOBEPXHOCTH
BHYTPEHHEN MeMOpaHbl MUTOXOHAPUN KapHUTUHaUUNTpaHcdepasa
Il (KAT I1) pacwennset aunnkapHUTUH C MOMOLLbHO
muToxoHapuanbHoro HS-KoA. Aunn-KoA, ocsoboxgatommnca B
MaTPUKC, y4acTBYyeT B peakumnsax B-okmcneHma (puc. 17), a ceobogHbIn
KapHUTUH TOM Xe TPaHCIIoKa3on BO3BpaLLaeTCs Ha Hapy>KHYI0
mMemOpaHy.



R-CO-S-KoA  + (CHaaN—CH2—CH (OH~CH—COOH =——=

Auwn-KoA KapHnTvH

——= HS-KoA (CH3)3N—CH2—(IJH—CH2—COOH
0—C—F
O

AuunkapunTus (B uuTonnasme)

Puc. 16. Peakuusa, kKatanusanpyemas KapHUTUHauuntTpaHcdepasou



Uutosons  HapyxHas MexmembpanHoe BHyTpeHHss MaTpukc
membpaHa NPOCTPaHCTBO membpaHa
MWUTOXOHAPWUN MUTOXOHAPWUA

Auun-

“% KapHUTUH

Puc. 17. TpaHcnopT aunn-KoA B MaTpukKkCc MUTOXOHAPUN



cnonb3oBaHue XNPOB B Ka4eCTBE UCTOYHNKA SHEPIUN. OkncneHne BbICLUNX XUPHbIX
KMCnoT (B-okncnexHune)

NHTeHcuBHOCTL nocTtynsieHna BXXKK B MaTpnKC MUTOXOHOPUI 3aBUCUT

OT COOTHOLEeHuns konun4vectsa manoHun-KoA/auun-KoA. HYem Bblille B

KIeTke KOHUEeHTpauua manoHun-KoA, TemM HMXe CKOpPOCTb NepeHoca

XXUPHbIX KNCIOT B MaTPUKC MUTOXOHOPUN, TaK Kak MarioHunn-KoA —

annoctepuyeckuii uHrnoutop KAT,, a aunn-KoA — ero aktueatop.

[TonaB B MaTtpmKC MUTOXOHAPUW, auMIIbHbIN OCTATOK B LIMKITMYECKOM
npouecce ¢ NOMOLLbO COBOKYMHOCTN (DEPMEHTOB OKMCNAETCS No B-
yrrnepogHoMy atomy. Kaxabln LMK BKIKOYAET YeTbipe
nocreaoBaTteribHblE peakuumn, B pesdyrbrate KOTOPbIX XXUPHasi KUCnoTa
yKOpayumMBaeTCsl Ha ABa YrrnepoaHbIX atoMa, KOTopble OTLENNAITCS B
BuaeaueTtun-KoA. Auetusn-KoA MoXeT BCTyrnaTb B UINTPATHbLIN LUK U
okuecnsaTecs Ao CO, n H,0O, a ykopo4eHHbI aumnibHbIM ocTaTok Oyaet
BOBJIEKaTbCA B CNeAyoLUn LUK 3-OKNCITEHNS.

B pesynbrate B-okucneHuns BXKK nonHocTbIO paclennsaTcs goaueTun-
KoA, n cymmapHoe ypaBHeHWE OKUCNEHUS, HanpumMmep narabMUTUHOBOW
kncnotbl (C16) numeet cneayowmnm sua;



ichonb3oBaHWe XUPOB B KA4eCTBE UCTOYHUKA 3HEPTUN. OKUCneHne BbICLLIMX
XUPHbIX KNCNOT (B-OKncneHne)

H,C(CH,),,CO ~ SKoA+7FAD +TH,0 +THSKoA —>
—»8H,CCO ~ SKoA+TFADH,, + T(NADH + H")
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Puc. 18.  — Okucnenune BXXK B MUTOXOHAPUAX KIETOK
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Puc. 18.  — Okucnenune BXXK B MUTOXOHAPUAX KITETOK



icnonb3oBaHue XNPOB B Ka4eCTBE NUCTOHYHMKA SHEPIUN

Bbixon aHeprum npu B-okucrneHnu BXKK

3a oauH umkn B-okucneHusobpasyetrca 1 monb aueTunn-KoA,
OKUCIIEHWE KOTOPOro B LIMTPATHOM LUKIe obecrnevynBaeT CUHTES
12 monb AT®. Kpome TOro, B 3TOM npoLecce BOCCTaHABMNBAKOTCH
1 monbe FADH, n 1 monb NADH, okucneHune KoTopbix B
ablxatenbHon uenu gaet 2 n 3 mosnb AT® cooTBETCTBEHHO.

[Tpy oOKNCNeHMN NanNnbMUTUHOBOW KMCOTbI NPOXOANT 7 LUKIIOB [3-
okMcneHus n obpasyetca 8 monb auetun-KoA, 7 monb FADH, n 7
monb NADH+H®. CnepoBatenbHo, Bbixoa AT® coctaBngeTt 35
AT® npu B-okncrneHnn n 96 ATO B pesynesrarte ULMTPATHOrO LUKIa,
41O B cymMme gaet 131 monb AT®. Nockonbky aktusauma BXKK
TpebyeT 3aTtpatbl 1 ATO, koTOopasa B xo4e peakumn pacnagaeTtcs
Ha AM® 1 H,P,0O_, To ecTb ucnonb3ytoTcst ABE MaKpO3pruyeckue
CBA3M Monekynbl, To U3 131 cnegyet Bbl4eCTb 2 MosSib ATO.
Obwas popmyna ana nogcyeta Boixoga AT® npu NosiHOM
OoKuncrneHun HacblweHHbIx BXXK 3anucbiBaeTcsa crnegyowmm

obpasom:



Aicnonb3oBaHME XUPOB B KAYECTBE NCTOYHUKA SHEPIUU. Bbixon sHeprum npu B-
okncneHun BXKK

() =1)x5+71/,x12] -2

rae n — ducno C atomos B mornekyrne BXKK;
(n/2 — 1) — 4nCno UMKIOB B-OKUCIIEHUS;

5 — BbIxog AT® B 0gHOM LUKNE [B-OKUCIIEHUS;
n/2 — 4YNCNO aueTUNbHbIX OCTATKOB;

12 — BbIxog AT® npu NonHOM okucneHun aueTtun-KoA B UMTpaTHOM LMKIE
no CO, n H,0.



Aicnonb3oBaHMe XNUPOB B KAYECTBE UCTOYHUKA SHEPrn. Beixog aHeprn npu 3-
okucneHun BXXK

OkucneHune HeHacbiweHHbIX BXXK vaet no nytn B-okncrnenusa oo
nonyyeHns xupHon kncnotbl ¢ —HC=CH- cBasbto B nonoxexun C,+C,.
[ononHuTternbHble pepmeHTbl: eHoun-KoA-nsomepasa n
TpaHcdepasa nepemMeLLaroT ABOMHYIO CBA3b B NOMoXeHue 2—3 1 uuc-
n3omep npespawlatoT BTpaHc-u3omep. [lanee B-okncneHue
NpOAOoMKaeTCs C y4actTueM oepMeHTOB, ONUCaHHbIX paHee. [pu
pacyeTe Bbixoga AT® 3a cyeT OKMUCNeHna HeHacblWweHHbIX BXXK MOXHO
nonb3oBaTbCA POPMYON ANA pacyeTa Bbixoda 3HEPrum npu OKUCNeHum
HacblweHHbIX BXK, Bbluntag 2ATO Ha kaxayto 4BOVHYHO CBA3b.

Okucnenuve BXK ¢ He4YeTHbIM YNCIIOM yriepoaHbIX

aTOMOB MNMpoTeKaeT Mo MexaHn3My [3-OKUCIIEHUS C 0bpa3oBaHMEM
onpeaeneHHoro konmyectasa aueTun-KoA n monekynbl NPONUOHUIT-
KoA. B meTabonuname nocrniegHero y4acTBYHOT OOMNOSNHUTESbHbIE
depmeHTbl: nponnoHun-KoA-kapobokcunasa u metunmanoHmn-KoA-
MyTasa, paboTatoLiue ¢ y4actmem bruotnHa u ButamuHa B, ,. B
pesynbrate nponmoHnn-KoA npespautaetcs B CyKUMHUN-KOA, KOTOpPbIN
MOXET MOCTynaTb B LUNTPATHbLIN LMK WX y4aCcTBOBaATb B CUHTE3€e rema
(puc. 19).



Acrnonb3oBaHWeE XNPOB B KAYEeCTBE UCTOYHMKA 3HEPrn. Bbixoa aHeprum
npu B-oknucneHnn BXKK

HapyweHunsa npouecca [3-okucrneHus. BctpeyatoTca natonoruu,
cBsi3aHHble CO CHMXeHneM TpaHcnopTta BXKK B maTpukc mutoxoHapun. OHu
MOTYT ObITb BbI3BaHbI:

AehMUNTOM KapHUTMHA B pe3ynbTaTe CHUXKEHUS1 ero CUHTEe3a, NoTepsimMu
9TOro BeLLeCTBa Npu remMoananunae Unum 3a CHeT IKCKPELIMN C KETOHOBbLIMU
Tenamu;

Hu3komn aktnBHocTtbio KAT 1 chepmeHTa, cBA3aHHOM C AeEKTOM B
CTPYKTYpe reHa atoro dfpepMeHTa unm ero MHrMoMpoBaHMEM HEKOTOPbIMU
nekapCcTBEeHHbIMU NpenapaTtamMu, Hanpumep cynbOHUITMOYEBUNHON,
KOTOopas UCMonb3yeTcs Ans nedeHnsa caxapHoro gvabera.

Cpeau pepmeHTOB B-okncneHunsa aumn-KoA-gerngporeHasa npeacrasrieHa
HEeCKONbKMMN BUgamMu, cneundunyHbIMn K AfIMHE YrineBog4opoaHOro
pagukarna XUpHou Kucnotbl. [JocTaTtouHO YacTo BCTpeYaeTcs
HacregcTeeHHasi 6onesHb, Bbi3aBaHHas AedeKraMu B CTPYKType

reHa aumn-KoA-gerngporeHasbl, OKUCNSAIOLLEN XXUPHbIE KUCIOTbI CO

CpeaHUM 4Yucrnom yrrnepoaHbix atoMmoB — C4+C12. YcraHosneHo, uto cmepThb
KaXaoro gecAaTtoro HoBopoXxageHHoro nponcxognT B pedyrbrate HegoCTaToO4YHOCTU 3TOIo
depmeHTa. B Xnpax Monoka cogepXxmtcsa MHOIo cpefHeuenoyYeyHbIX XXUPHbIX KUCMNOT, KOTopble He
MOIYT OKACITIATBCA Y TaKUX ,D,eTeVI. ELI,I/IHCTBeHHbIM MCTOYHUKOM 3HEPTNUN ONA TaKNUX OOnbHbIX
CTaHOBATCA yrnesodbl, a NMpu CpaBHUTESTIbHO NPOAOJTXUTESIbHbIX UHTEpPBarax Mmexay
KOPMJTEHUAMU pa3BUBAETCA TAXKeS1ad rmnorfinkeMund, conpoBoXxXgaroLLadacA r|0Tepe|7| CO3HaHuA, a

nHorga n rmdenbto pebeHka.
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Puc. 19. lNpeBpaweHue nponnoHun-KoA B cykumHun-KoA



