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CHHTE3 TTIMKOT€HA HAYMHACTCSA C 3aTpaThl MONCKYIbl AT® s
dhochopunpoBaHus IJIFOKO3bI C 00pa30BaHUEM IITIHOK030-6-
dbocdara. DochopuirpoBaHrue CBOOOTHOM ITIFOKO3bl B MBIIIIAX
UJICT IPU y4acTHU (pepMEHTa I'eKCOKUHA3EI, a B IICUCHU —

ITIFOKOKHNHA3bI.
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110K030-60-(hocdare
B IVII0K030-1-(pocar

Crnenyromas peakuus n30MEpHU3aluy TIIFOKO30-6-
(docdara B 1r0K030-1-ochar kaTanuzupyercs
depmeHToM pocdormrokoMmyTazo. UMeHHO B TaKOM
BUJIC TJIFOKO3a BOBJIEKAETCA B JAJIbHEUIINU CUHTES
IJIMKOI'CHA.
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YpuauHaudocdartrniokosa
(YO®-rnokosa)

B cuny obpatnumoctn pochorntoKoMyTasHOM peakumm 1 YTobbl CUHTE3 rIMKOreHa bbina
TepMoaMHaMmMyeckn HeobpaTtuM, HeobxoamMMa AONONHUTENbHAS CTaans obpa3oBaHUS
ypuanHandocdaTriokossl n3 YAD n rnoko30-1-dpocdarta nog KoHTposneM dpepmeHTta YAOD-
rnokonunpodgochopunasbl. Peakums caBMHYTa BNpaBO, Tak Kak 06pa30oBaBLUMINCA B XOAE peakLum
nnpodocdaTt odeHb BbICTPO pacllennseTcs nupodocdaTa3on Ha ABe Monekysbl pocdaTa.
O6pazosaHue YD-rnioko3bl obecnevmBaeT HEBO3MOXHOCTb MPOTEKaHUS pacnaja rMmKoreHa
nyTeM 06paTHbIX peakLUni CUHTE3a 3TOro roMonosiMcaxapyaa.

bruocuHTe3 yriesozsos
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rnioko3a
s [IepeHOC TITIOKO3UAHOTO OCTATKA, BXOASIIETO
1
AL® B coCcTaB Y |D-T1r0KO03bI, UIET HA TNIMKO3UIHYIO 3aTPAaBKY
I nioko30-6-pochaT o
(mpaiiMep) mMkoreHa. B pesynbrare oopaszyercs
a-(1-4)-rmuko3ugHas CBA3b MEXKIY EPBBIM aTOMOM

yriepoaa, 100aBiIsieMOro OCTaTKa ITF0KO3bI

2

Miwoko3o-1-gochar

YTo
3

PP, 1 4-ruIPOKCUILHOM IPYIINON OCTATKa MIIOKO3bI B

yao—mokosa &Q
COCOCOOOO0 MOJIEKYJIE TJIMKOT€HA, PEAKIIUS KaTaIu3UPyETCs
Mpaimep | 4 (epMEHTOM MIMKOT€HCUHTA30M. [ TIFOKO3UIHBIE OCTATKU
(onurocaxapvn e >
OOCCEOCO00® MEPEHOCITCA ITIMKOTEHCUHTA30M HA HEPEAYLIUPY IO
‘ = SRS KoHel oiurocaxapujaa. O0pazoBanue a-1-6-cBs3eit
yYo®

COOCOOOOCoRRRRERE  TPOUCXOIUT
-.——I’——J

T B TOYKE BETBJICHHS 110 OJHOM Ha Kaxkaple 8—12 ocTarkoB
[5 ---------- TIIFOKO3BI, COEAUHEHHBIX O~ 1-4-CBA3AMM, IIPHU YIaCTHU
amuiio- 1,4-1,6-rmoko3untpancdepasbl. ITOT GepMEHT
OTHICIISIET (PparMeHT U3 6—7 OCTATKOB JUHEHHOTO
y4acTka 1enu 1,4 mukaHa v IEPEHOCHUT €ro Ha Ty Ke
CaMyl0 WU JIPYTYIO LI€Tb, HO B MOJIOXKEHUE 6 C
00pa3oBaHHEM
o-1,6-TTIMKO3UIHOMN CBSA3H.

TnukoreH
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Puc. 15.3. lNonepeuHbiit cpe3 MoneKynbl rMuKo-
reHa. bykson G 0603Ha4eH rMMKOreHnH
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== [MUKOreH

l FmrokaHTpaHcdepasa
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Ol-(1+6)-rnioko3naasa
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1 l ®occopunasa
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O - [1#4]-rMUKO3NAHELIMK CBA3IAMM

== [NOKO3a, COAUHBHHAR
0. - [16]-rNuKo3NAHBIMU CBA3AMU

Puc. 15.5. Pacwennenue rmukorena (B.M. Komos, B.H. Lsenosa, 2004).
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Puc. 15.6. Perynsiuus cunTesa 1 pacnana roukoreHa.
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BcT. 15.7. O6pa3zosanve u paspywexue UAMO.
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Puc. 15.8. PerynartopHbin kackag pacnaaa ravkoreHa (Berg J. M., Tymoczko J. L., Stryer L., ¢ uam.).




AxkTtuBHas ¢ocdarasa

AKTUBHaR
npoTenHKuHasa A

(Mel-le aKTUBHan
docdparasa)

(HeakTusHas
‘¢hocdparaza)

Puc. 15.9. Perynsauus npoteundocdarasst | (Berg J. M., Tymoczko J. L., Stryer L., ¢ uam.). doc-
dopunupoBaHue R NpoTenHkMHason A NpUBOANT K ANCCOUMALINMN KATanUTUYECKOH CybbeanHuLb
OT 4acTULIbI Fukorena (cybctpata PPI). MHrnbuposaHme nonHoe, Koraa MHrmbutopHas cybbeauHuua

(1) dpochopunuposara u cesszana ¢ PPL
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peuenTopHok
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AKTuBauun
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AKTHBMpOBaHHan npoteundocgarasa |

Puc. 15.10. Aktusauus nporenHdocdarassi | MHCynuHom (Berg J. M., Tymoczko J. L., Stryer L.,
C N3M.).
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§ Cuurasa

Hdob6aBnexa \
rnoKo3sa

JH3IUMATHUYECKAN aKTUBHOCTb

2 4
MuHyTbI

Puc. 15.11. Mniokosa kposu perynupyeT metabo-
NU3M rrnukoreHa B nevenun (W. Stalmans u co-
asT, € u3M.). IHdy3unsi rnoKosbl B KPOBOTOK Be-
A€T K wWHakTuBauuum ocdhopunassl u
nocneaywwen akTuBauuu rmukoreHCMHTasbl B
NeYeHu.




MmukoreHcuHTasa b —LJ—» MMmukoreHCUHTa3a a

Puc. 15.12. Perynsuvs rnioko3oi metabonuama rnukoreHa 8 nevenu (Berg J. M., Tymoczko J. L.,
Stryer L., ¢ #u3am.). [Mioko3a cBA3LIBAETCA U UHTUOUPYET rnukorendpocopunasy a s nevexn. 310
BBEOET K OTAeneHuio npotenHdocdarassbl | 0T ramkoreHocgopunasbl 8 koHdopmaumm T. Ceoboa-
Has npoTeuHdocdartasa 1) aeocgopunupyet ravkoreHgochopmnasy a B HEaKTUBHYIO MUKOTeH-
toccopunasy b, 2) aedocdopunupyet HeaKTUBHYIO FMUKOTEHCUHTa3y b B aKTUBHYIO MMNKOFEHCHUH-
Tasy a. itor: nogaeneHue pacnajga u akTuBaLmsa CUHTe3a rnukorexa.




Ta6nuua 15.1. BpoxaexHble 3abornesaHua HaKONNeHUA rUKoreHa B opranHax

Hedekt hepmeHTa

TkaHb

Ha3zsanue done3nun

CTpyKTypa rnukoreHa

I noko30-6-hocarasa
a-1,4- Mukosnpasa

Amuno-1,6-rnuko3ngasa
(nebpaHLunHr-
pepmeHT)

Amuno-{1,4-+1,6)-
TpaHcrnMko3uaasa
(OpaHLKHT hepMeHT)

I'nuxorexdgocdopunasa
I"nukoreHdoccopunasa
docdohpykToKUHa3a
Kunasa dhocpopunasbl
["nukoreHcuHTasa

fleyenb
Bce nniocomsl
Bce opraxbl

{leyeHs,
BO3MOXHO
BCE OpraHbi

MbituLibi
MevyeHb
Mbituubl
MNeyeHb
Me4yeHb

Bone3Hb Mupke
BonesHs flomne
Bonesnb Kopu

Bone3Hb AHaepceHa

bone3ns Mak-Apana

‘BonesHb Xepca

Bone3Hb TapyHa

HopmanbHas
HopmanbHasn

BHelwHKe uenu
OTCYTCTBYIOT UMK
OYEeHb KOPOTKUE

OyeHb ANUHKHbIE
Hepa3BETBNEHHbIE
Lenu

HopmanbHas
HopmanbHas
HopmanbHas
HopmanbHas

HopmanbHas,
HapyLweHo
Ka4eCTBO CMUHTE3a
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[ mroKoHEOreHe3 — MpoIEecc CUHTE3a IIII0K03bI de novo U3
HEYIJICBOJHBIX IIPE/IIeCTBEHHUKOB. [ 1aBHast (DYHKIIUS 3TOTO
Ipollecca 3aKII0YaeTCs B MOAASPKAHUH YPOBHS ITIIOKO3bI B KPOBH
BO BpeMsi rOJI0/IaHUSI U MHTEHCUBHOM (DM3UUYECKOM paOOTHI.
IIporecc mpoTekaeT B Ie€UeHHU, MEHEE HHTEHCUBHO B KOPKOBOM
CJI0€ MOYEK
U CJIM3UCTOM DIIMTENINHU KUIIeuHrKa. HelocTaTok II0KO3hI B
KPOBH IPEXKE BCETO OIIYIIAaeT TOJOBHOM MO3T, KOTOPBIN HE
MOXET 00€CIEeYUTh MOTPESOHOCTh B DHEPIUH 3a CUET METa00IM3Ma
APYTHX DHEPrOEMKHX BEIIICCTB.

BOJBIIMHCTBO peakiuii IIIIOKOHEOIeHe3a IPOTEKaeT 3a CyeT
OOpaTUMBIX pEaKIUM IJIHUKOJIM3a M KaTaJu3upyeTcs TEMH XKE
depmentamu. OpHako  oOpa3oBaHMe  (ochOCHOIMUpPYyBara,
ruapoian3  Gpykro3o-1-6-ngudocdara u  DIrOK030-6-pocdara
TePMOJNHAMUYECKH HEOOPATUMBI M IIPOTEKAIOT IPYTUMH ITYTSIMHU.



OOpa3oBaHHe 0KCAJIOALETAT? =

. 30J1b M MpeBpallieHue €ro B¢ mupyBar

OOpazoBaHue pochoeHoNIUpyBaTa U3 MMpyBaTa MPOUCXOJUT B XOAE JBYX
peaKIMi: MUPYBAT U3 [UTO30J151 IEPEHOCUTCSI B MUTOXOHJPUM U TaM
KapOOKCUIIHUPYETCsl ¢ 00pa30BaHUEM OKcajloarerara. 1 — TpaHCHopT MUpyBaTa
U3 IIUTO30J11 B MUTOXOHAPHUIO; 2 — MpEeBpalllecHUE MMpyBaTa B OKcajoalerar
(OA); 3 — npeBpainienue OA B ManaT uiiu acrnaprar; 4 — TpaHCIIOPT acraprara u
Majara U3 MUTOXOHJPUH B IIMTO30JIb; 5 — NpeBpalnieHue acnaprara B OA; 6 —
npeppaiieHue OA B pochoeHOoIIUpyBaT.

3 i

liurosons s Fnioxosa

-
{
i
I

.
ﬂmpyam?—w OA - Acn Ach—— OA—— QocoBHONANPYBAT

N

Manart

Mupypar

Manart

MuroxoHapusn 4



JOpa3oBaHHUEC OKcaJ10aleTara

MuToXOHApHANIBHBIN (DEPMEHT NUPYyBaTKapOOKCHUIa3a,
KaTaJIU3UuPYIOIIAs JaHHOE MPEBpAlllCHUE TIMPYBATa, B KAYECTBE
Ko(pepMeHTa COAEPKUT OMOTHH. Peakiius mpoTeKaeT ¢ 3aTpaTou
MoJieKybsl ATO.

?Ha : CO, : ATO Aﬂd’ + Pi CH-
e |

C — 0 k \_./ $ C - 0

| BUOTUH I

COO  nupysartkapbokcunaza COO

Mupyear Oxkcanoauertar



IlIpesB HIE€ OKCaT0all¢

- Jlis okcasoarieTara BHyTPEHHSSI MEMOpaHa MUTOXOHAPUNA HEMIPOHUIIaeMa, 1
TPAHCHOPT OKCAJIOAIIETATa B IIATOIIIA3MYy KJIIETKHA MPOUCXOIUT C TIOMONIBIO
MaJIaTHOTO YE€JTHOYHOTO MEXAHU3Ma, CMBICJI KOTOPOIO 3aKJIIOYAECTCS B
BOCCTAHOBJICHMH OKCaJioalerara 0 Majara noj JSUCTBUEM MUTOXOHIPUAIIBHOTO
(epMeHTa MalaTAETUuAPOTreHa3hbI.

Manar BBIXOIHUT B IIUTOILIA3MY, TJI€ IATOIIa3MaTHIeCKasi MalaTACTUAPOreHa3a
OKMCJISIET MaJIaT A0 OKcajioaleTrara. MUTOXOHApHUaIbHAs MaIaTACTHAPOTeHAa3a
NADH, — 3aBucumasi, a MuT030/1bHast B KAY€CTBE KOPEPMEHTA COACPIKUT NAD™.

CI:OO. + + ?00.
i NADH+H'  NAD I
o T 1O
coo ManaTaemaporeHasa CO0"

Oxcanoauerar Manar :
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B VIOIEH peakiuy, KaTalu3npyeMor
dpepmeHTOM (POCHOCHOMIITUPYBATKAPOOKCUKNHA30M
13 OKcajoalerara oopasyercs pocpoCHOIIUPYBaT.
Peakuus Mg-3aBrucumasi, U JOHOpoM ¢ocdara
ciyxut [ 'TO.

Latendl Mo 1CO:!  roo

T Tl |

CH, '--i/ CHz 0
c-0 ——= ' C-0-P-0
1 dochoeHoONNUpyeaT- | CI)
COO xapbokcvkuHasa cCO0O

OkcaJioalierar dochoeHonupyBar



BaHne GPYRTO3C /;/

augochara

ITocie oopazoBaHus (GochoeHOIMUpPyBaTa MPOLIECC
IJIFOKOHEOI'€HE3a HUJIET 10 00paTUMBIM PEAKIUIM INIMKOIM3a BILIOTh
100 cuHTE3a PpykTo30-1,6-audocdara. [IpeBpamienue Gppykro30-1,6-
nrudocdara Bo GpykTo30-6-Pocdar — HeoOparumas peakius
IJIFOKOHEOreHe3a 1 OTHIeIICHHE (hoCPaTHON IPYHIIbI
Karanuzupyerca Gpykro30-1,6-pocdarazoi.

CH,— OPO,H, CH,— OPO,H,

0O CHZ—OP()IH_\F O CH20H
bpyxro3o-1,6-1udoctaraza

HO > HO
OH L OH

H,0 H.0,
OH OH

¢pyxroso-1,6-audochar dpykrozo-6-docdar




I[mempamme{ 030-6-

OOpa3zoBaBmuiicsa Gppykdo3o-6-dochar dpochormokonzoMmepasou
IIEPEBOAUTCA B IIIIOK030-6-(ocdart, KoTopas Mo JICHCTBUEM
IJIF0K030-6-(hocdarassl (B mpolecce ITIUKOIM3a 3TOT (PEPMEHT HE
y4acTBYET, U ATO €Ill¢ OJHa HeoOpaTUMasl peakius ITTFOKOHEOreHe3a)
[II0K030-6-(ocdar TepsaeT pocharHyro IpyIIly U IIpeBpaIiacTcs B
CBOOOIHYIO INI0K03Y. [locie yero nroko3a TpaHCIOPTUPYETCS B
KpPOBb.

CHQ—“OP();H: CHQOH
O 0
roKo30-6- cl)0(:(1)&11";13::1_;b o
OH R
HO OH e HO OH
OH OH

TAK030-6-ocdar rnoKo3a




MexaHu3Mbl pery.is TIOKOHCOTCHE3A

PerynsatopHbiM (hepMEHTOM B ITITFOKOHEOT€HE3E SBISETCS
NUpyBaTKapOOKCHUIa3a, KOTopask akTUBUpyeTcs anetuii-KoA toraa, korna
B MUTOXOHJIPHUSIX HaKaINIMBaeTCs OOJBIINE JAHHOTO CyOCcTpara, 4eM TpeOyeTcs
JJ1s1 TIPOTEKAHMS LIUKJIa TPUKAPOOHOBBIX KUCIIOT.

OnHoBpeMEHHO aneTwi-KoA MHrHOMpyeT NMUpyBaTACTuaAPOreHa3HbIN
KOMILJIEKC, YTO MTPUBOAUT K 3aMEIJICHUIO OKUCIICHUS MUPYyBaTa U
CIIOCOOCTBYET BOBJICUCHHIO €r0 B IIIIOKOHEOTCHE3.

HemasnoBakHYI0 poJib B PETYIISILMU INIFOKOHEOT€HE3a UTPAET
bpykTo30-1,6-mudocdaraza, unrnonpyemass AM®. [Ipu BICOKOM
cootHOlIEHUN ATDO/AM®D akTUBHPYETCA DIIOKOHEOTEHE3 U UHTHOUPYETCSA
IJIAKOJIN3, TaK Kak AT® siBisieTcss MHTHOMTOPOM JIMMUTHPYIOLIETO pepMEHTA
rrKoan3a GochoPpyKTOKMHA3EI.

B nocnenHee BpeMsi yCTaHOBJICHO, UTO Han00j1ee MOITHBIM
aJJI0CTEPUYECKUM PETYISATOPOM SBISICTCS PPyKT030-2,6-audocdar.

210 AudochopHOE MPOU3BOAHOE (PYKTO3bI MHTHOUPYET
bpykTo30-1,6-mudocdarazy u akruBupyet GochodppyKTOKHMHA3Y.
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PH + I'mbl(_oaa

Puc. 14.7. OcsoboxaeHue rmoko3bl U3 rmioko3o-6-gocdara. B npouecce yqacTayloT 6enku aHaon-
nasmarudeckoro petukynyma (3MP): T1 TpaHcnopTupyeT rnko3o-6-gocdar 8 npoceet 3P, T2
v T3 TpaHCNOPTUPYIOT HeopraHnyeckui dpocdar 1 rnioKosy 8 LMTO30Nb. rmoxoao 6-thbocharasa cra-
Gunuaupyetca Ca?*-ceassiBaouwmnm Gerkom (SP).
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Puc. 14.8. Perynsuwna rnukonunaa u rniokoseorexesa (Berg J. M., Tymoczko J. L., Stryer L., ¢ uam.).




[ noko3a

1 — nocTynneHne nakTaTa M3 COoKpaLlaloLLEeNcs
MbILLILIbI C TOKOM KPOBW B MeYeHb; 2 — CUHTE3
[MIIOKO3bl U3 NaKTaTa B NeyveHu; 3 — NocTynieHue
[/IIOKO3bl U3 MEYEHN C TOKOM KpOBM B paboTalolilyto
MbILLILYY; 4 — UCMOJTb30BaHME MOKO3bI Kak
SHEepPreTUYeckoro cybcTpaTta cokpallatoLlencs
MbILLILIENA 1 0Bpa3oBaHMe NnakTaTa

CVHTE3 NIoKO3bl M3 NakTaTa
N NpeBpalleHne ero B NMpyBaT eCTb CNocob
YTUIM3aUMmM NaKTaTa, KOTOPbIN
HakanIMBaeTCs B UHTEHCUBHO
COKpPALLAOLLMXCA MbILILAX WX KNETKax
C npeobnagaHMeM aHaspobHOoro
KaTabonmama rntoKo3sbl.

JlakTaT 13 MblWL, NOCTynaeT
B KPOBb, 3aTEM B NneyeHb. B neyeHn
cooTHoweHne NADH /NAD Huxe, yem
B paboTatollen MblllLe, NO3TOMY
nakTaTaernaporeHasa pabotaer
B HanpasneHun obpasoBaHns NUpyBaTa,
BKJIIOYAIOLLErOCs B MIIOKOHEOrEHES.
O6pa3oBaBLUAsICS IIOKO3a N3 NeYeHu
NOCTYNAET B KPOBb M 3aTEM B MbILLILLY.
Bbile n3noxeHHasa nocneaoBaTelbHOCTb
COObITUI Ha3bIBAETCS THOKO30-/1aKTaTHbIM
LIMKIIOM, NN «UMKNoM Kopu»,




MeTa0o0J113M rexkcos




®pykmoKuHa3sa AnbOonasa
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