PacwunpeHHbIN maTepuan ons
ctyaeHToB JI®C no JIEKUHNAM

«YI'MEBOAbI»
«BUOSHEPIETUKAN»

Kadheapa o Moxmmum n MoneKkynsipHou
ononornn c kypcom KJigl CnelrMmy



aneBo.qbl — MHOroaToOMHbI€e
anbaernaocrnmpTtbl UITN KETOCNUPTDI

TepmuH BBegeH B 1876 r LUmuaTom.
[pyron TepMnH — rnmumAabl.

[1ns1 bonbwnMHCTBA yrneBodoB obuas doopmyna
(CH20)n, n>3 — coeguHeHunsa yrnepoaa ¢ BOAOMW.
Imnupundeckasa dopmyna rnokosbl CeH1206=(CH20)s

YrneBopgbl — OCHOBA CyLLEeCTBOBaHUA OONbLUMHCTBA
OpraHnU3mMoB, T.K. BCE OpraHnveckmne BellecTtBa bepyT
Hayano oT yrneeBogoB, obpasyrLmxca B POTOCUHTESE.
B 6uocdepe yrneBonoB 6onblue, 4eMm gpyrmx
OpraHN4YecKuXx BeLlecTB.



bunonornyeckas ponb yrneBonoB
JHepreTunyeckas (pacnag—C0O2H:0 AT®D)
MnacTtunyeckasn (xoHgpoutTuHcynbdgar)
Pe3epBHas (rnukoreH)
3awunTtHasa (membpaHbl, cMa3Kka CycTaBoOB)
PerynaTtopHas (koHTakTbI)
'mppoocmoTunyeckas (rAr)
KodpakTopHas (renapuH, ackop6ar)
Cneuundnuyeckas (peuentopbi)



Knaccudgpukauuma yrneBogoB

B 3aBUCMMOCTU OT CNOXHOCTU
CTPOEeHUsA genarT Ha 3 Knacca:

* MOHOCaxapuapbl
e ofiurocaxapuasl
° nonmcaxapuabl



ancaxapua Bulehlile=N Gl sl )i



MoHocaxapugbl

* MOHOCAXAPUAO (MOHO3A) — MMHMManbHas
CTPYKTYpHas eguHuLa yrneBoaos, rnpu apobneHum
KOTOpPOU nc4yes3aroT CBOMCTBA caxapoB

* B 3aBUCUMOCTU OT YMcCIia aTOMOB Yyrre-

poOa B MOJIeKyJie MmoHocaxapuabl 4ensaT Ha:

Tpro3bl (C3HeO3), TeTposbl (C4HsO4), NeHTO3bI
(CsH100s), rekcosbl (CsH120s), rentosel (C7H1407).

« [pyrnx moHocaxapuaoB B NpUpoae HET, HO MOryT
ObITb CUHTE3UPOBAHHI.



Mo cTpoeHnto PyHKUNOHANBLHOW
rpynnbl AeNAT Ha anbgo3bl N KETO3bI
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CambIn npocToun caxap - rmuuepuHOBLIN anbaerua



B npoeKkuMoHHbIX popmynax duLlepa cBepxy — cTapLias
dyHKUMOHaNbLHas rpynna (Ha4vasno Hymepauum uenu).
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L-pmbo3a D-pvbo3sa

MoHocaxapuabl — ctepeouzomepsl. D- 1 L-doopma onpegensieTcs
opueHTauunen H- n OH-rpynn npn atome C, cocegHeEM C KOHLEBbLIM
(HWKHUM) yrneponom, cogepxawmm OH-rpynny.

Ecnu oHa cnpasa — D-psa, ecnu cnesa — L-psag,



e BbonbWUHCTBO MOHOCaxXapmMAaoB Yy MIeKONUTaLWmUX
nmeet D-koHdurypaumro. UMeHHO K Hen cneunPUYHbI
depMeH-Tbl, OTBETCTBEHHbIE 3a MeTaboNIM3M MOHO3,
NO3TOMY OpraHuU3M YerioBeka MOXeT yCcBauBaTb JULIb
D-¢popmy MOHOCaxapoB

Pusnonornyeckmn BaxxHble MOHocaxapa:

1) Tpnosbl — PI'A n [JOAD obpa3yroTca B npouecce
pacnaga rnoKo3bl

2) MNeHTO3bl — pubO3a N ae3oKkcnpuboza ABNAOTCS
BaXXHbIMN KOMMOHEHTaMU HYKNeoTUAOB,
HYKNEeUHOBbLIX KUCIIOT, KOhepMeHTOB

3) Nekco3bl — rnKO3a, ranakrosa, opykrosa u MaHHoO3a.
nroKko3a u PpyKTO3a — OCHOBHbIE 3HEepreTnyeckue
cybcTpaTbl opraHM3mMa 4yernoBeka



MonekynsapHbIN COCTaB rMMKKO3bl U PPYKTO3bl
oguHakoB (CeH120s), HO CTpyKTYypa PYHKLNO-
HarnbHbIX TPYNn pa3sHasa (anb4o3a n KeTosa)
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OcHoBHast ¢popma cyLiecTBOBaHUSA YrrneBoAoB B pacTBopax —
LUKNn4yeckas (pesynbtaT BHYTPUMONEKYNSAPHON peakuumn)
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"MyTaportauma" — B3anmonpespalleHme goopm rmnoKkosbl
apyr B apyra Yepes obpasoBaHue NMHENHOW KOHopMaLunm




* Luknunyeckne popmbl MOHOCaxapuaoB npuodpeTtatoT
aktTnBHble OH-rpynnbi npun C1 nnn C2 nnn C4 atomax.

MukoanpgHble rMAPOKCUNbI Y4acTBYHOT B 0O0pa3oBaHUU
An- n nonucaxapuaoB, doccopHbIX 3hnpoB.
« MoHocaxapuabl pexe BCTpeyatoTca B OpraHn3me B CBO-

6ogHoM Buae, 4em nx bonee BaXkHble NMPOU3BOAHbLIE —
onurocaxapuabl n nonucaxapuabil

 NMPOU3BOMOHLIE YITIEBOOOB
(MOHOCaxapuaoB)

1) NMUUKO3UObI = yrneso + arnnkoH

B rM1Ko3mngax MoHocaxapa CBA3aHbl C MONneKynamm
nobbIX opraHn4Yecknx coegnHeHnn yepes nx OH-rpynny.

2) AMUHOCAXAPA
3) CAXAPHBIE KUCNOTDI
4) CAXAPHbIE CIUPTbI



Npou3BoAHbIe YTNeBOAOE (aMMHocaxapa)
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Obpasytotcs npu 3ameleHnn OH-rpynn 'y C, Ha NH2-rpynny.
Hanbonee Ba)Hbl rNOKO3aMUH U raJjlakto3aMumH, NUX
aMHOrpyrirna 4acto auetTuiinpoBaHa.

BxoaaT B cocTaB: 1) CNOXHbIX YrNeBOAOB MMUKO3aMUHOITIMKAHOB
(MyKononucaxapuaoB), KOTOPbI€ BbIMOMHSAOT 3aLLUTHYIO U
cneundunyeckyo MyHKLUMN, XapakTepHble ANsl CIM3en, CTEKNOBUOHOIO
Tena rnasa, CMHOBManbHOW XXWOKOCTU CYCTaBOB, CUCTEMbI CBEPTbIBAHUS
KPOBM M Op., TAKXKe eCcTb B COCTaBe TKkaHewn 3yba, NapooHTa;

2) onurocaxapuaHbIX LIENOYEK CNOXHbIX OENKOB FMUKONPOTEUHOB.



e CaxapHble KMCIOoThbl (rniokapoBble, IMIOKOHOBbLIE,
[MIOKYPOHOBbIE), aCKOPOMHOBAA KNcoTa (He y vyenosekal)
nosly4yaroTCAa U3 rMIKO3bl MPU BO3OAENCTBUN OKUCTIUTENEN.
MoHoMepbI NPUPOAHOro NonMMepa NeKTUHa rnpeacrasne-
Hbl CaXxapHbIMU KUCNoTamMu
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CAXAPHBbIE CINAUPTDI

Mpu BoccTaHOBNEeHNN MOHocaxapoB 0bpa3syloTcs
MHOroaToOMHbIE CMUPTbI: U3 IMIOKO3bl COPOUT, N3 MaHHO3bI
MaHHUT, N3 OPYKTO3bl COPOUT N MAHHUT OQHOBPEMEHHO
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OJIMTOCAXAPUODI

e BKNOYarwT oT 2 Ao 10 octaTkoOB MOHOCaxapuaos,
coeauHeHbl 1,4- unu 1,2-rnMKo3naHbLIMU CBA3SAMM,

obpa3yrTca mexay ABYMA CMPTaMU C nNonyyYyeHnem
npoctbix achupon: R-O-R".
e OCHOBHbIe Aucaxapuabl:
caxapo3a, ManbTo3a, JlaKkTo3a.
Ux monekynsapHasa popmyna C12H22012.



Caxapo3a (TPOCTHMKOBbLIN NNU
CBEKJTOBUYHbLIV caxap) —

3JTO IMoKo3a U PpyKTo3a, CoOeANHEHHbIE
a-1,2-rMmMko3naHoun cBa3bio. PacluenngaeTt caxaposy
doepMeHT caxapasa (caxapasonsomMarnbTasHbli KOMMNNEKC
NPUCTEHOYHOIO NuULLIEBaAPEHUNSA)
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ManbTo3a (PpPYKTOBbLIN caxap)

2 MOJeKyrbl rMoKo3bl, coeanHeHbl O=1,4-rnMko3nagHoun
cBAa3blo. Obpa3syetcsa B XKKT npu rugponuse nuweBoro
Kpaxmarna. PacwennseT Mmanbrasa (rnroKoaMunasHbIU
KOMMJIeKC NPUCTEHOYHOro nuiieBapeHus).




JlakTOo3a (MOsoYHbLIN caxap)

* MOreKysibl FI0KO3bl U ranakTosbl, coeanHeHb! 3-1,4-rnuko3naHon
cBA3bl. CUHTE3NPYETCS B nepuod nakrauuun. lNoctynneHne naktosbl C
NULLEN CNOCODCTBYET Pa3BUTUIO MOJTOYHOKUCTIbIX DakTepuin, nogaBnsito-
LLIMX pa3BUTNE THUIOCTHLIX rMpoueccoB. PacwennaeTcsa nakrason
(B-rmuko3nga3HbIN KOMMNSEKC NPUCTEHOYHOro NuLLeBapeHus).
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NMONMTIMCAXAPUADI

BOonNbLUMHCTBO NPUPOAHLIX YrIIeBOAOB — NOMIMMEPLI, YACNO
MOHOCcaxapuaHbIx octaTtkoB oT 10 4O AecATKOB ThiCcAY

* [1lo PyHKLUMOHANIbHbIM CBOUCTBaM:
CTPYKTYPHbIe — NpUaaroT KreTkam, opraHam 1 B LIeSIOM
OpraHn3mMy MexaH14ecKyro NPOYHOCTb.
rmapodusribHble pacTBOPUMbIe — BbICOKO rmapaTtmpoBaHb!
N COXPAHAKT OT BbICbIXaHUA KIMETKN U TKaHW.
pe3epBHbIe — 3HEPreTU4eCcKUn pecypc, NoCcTaBnALWLNA
MOHOCaxapuabl 4ns UCnonb30BaHNSA B KAYECTBE KIETOYHOIo
"Tonnunea". bnarogaps nonvMepHoOu Npupoae pesepBHbIe
nonucaxapuabl OCMOTUYECKN HEAKTUBHbI, NMO3ITOMY
HaKannMBalTCA B KNeTkax B O0NbLUINX KONTMYECTBAX.

* [10 CTPOEHUIO: nuHelHble, pa3BeTBNEHHbIE



[lo cocTaBy: romo-, retepononucaxapugbil

Fomononwcaxapu.qbl (roMmornukaHbl) COCTOAT U3

MOHOCaxapuUaHbiX 3BEHbEB OAHOIO TUMA. OCHOBHbIE
npenctaBUTEII — KpaxXxmMarll, NUKOreH, Kriet4yaTKa.

Kpaxman — pesepBHoe nutaTensHoe BELLECTBO PacTeHU,
COCTOUT 13 aMUJ103bl U aMUJTONEKTUHA.

[MpoayKTbl rMaponmaa Kpaxmasna HasbiBalT AeKCTPUHaAMMN.
OHM ObIBAIOT pa3HON ANNHbI, C YKOPOYEHUEM MOCTENEHHO
TepPSAT Noa0dUNLHOCTb (CNOCODHOCTL OKpalUMBaTbLCA NOAO0OM
B CUHWUW LBET).




e AMunosa obnapgaer fIMHEUHOU CTPYKTYpOU, BCe
rMIOKO3HbIe OCTaTKU coeauHeHbl a(1-4)- rmmkosnaHoun
cBA3blo. B monekyne amunosbl = 100-1000 octatkoB
rntoko3bl. CoctaBnsaeTt = 15- 20% Bcero Kpaxmana.
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AMUINONEKTUH pa3BeTBMeH, UMeeT Yepe3 Kaxable 24-30
OCTaTKOB IMOKO3bl, COeAUHEHHbIX anbda(1-4)-cBa3samu,
Hebonbwoe Yyucno anbda(1-6)-cBaszen. B coctase
amunonektuHa = 600-6000 octaTkoB rMOKO3bl, MOSIEKYNAP-
Haa Macca ao 3-x MriH. Coaep)xaHue aMmuronekTmHa B
Kpaxmane — 75-85%.
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KnetyaTtka (uennronos3a)

* OCHOBHas coCTaBHas YaCTb KIETOYHOU CTEHKN PacTEHUN.
Coctout n3 = 2000-11000 ocTtaTKOB rnOKO3bl, B OTNINYMNE OT

Kpaxmana coeauHeHHbIX [3-(1-4)-rnMKo3naHoON CBA3LIO.

CtpykrypHoe 3seHo LESTNIONO3bI- uennobuosa
6 CH,OH 6 CH,OH
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[ TUKOreH — >xueomHbIU Kpaxmasl

CopepxunTt 6.000 — 300.000 ocTtartkos rntoko3bl. bonee
pa3BeTBrIeH, YeM aMUIIoNeKTUH: da(1-6)-cBsa3un B rrnukoreHe
yepe3 Kaxable 8-11 ocTaTKoOB MIOKO3bl, COeAUHEHHbIX

a(1-4)-cBa3bio. PesepBHbIN NCTOYHUK QHEPINM - 3anacaeTcs B
neyYeHun, Mbllluax, cepaue.
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Opyrue pe3epBHble nonucaxapuabl

BakTepun poToBOW NONIOCTU CNOCOOHBLI pacLLEennATh
caxapo3y: caxapo3a —TnioKo3a + gpyKkTo3a

1) D,eKCTpaH — rnaBHbIA pe3epBHbIN Nonucaxapua APoXOKen,
GakTepumn, coctouT N3 octatkoB [-rnoKo3bl. OCHOBHbIE CBSI3U

mMexagy MmoHomMmepamu O-(1-6)-rnmmkosnaHbie, B Mectax BeTBleHNd
a-(1-4)-rnmko3ngHele, a Takke a-(1-2)- n a-(1-3)-rmmko3naHbie.
3aHMMaeT ueHTpanbHOe MeCTO B CTPYKTYype MaTpuKca 3yoHoro
Haneta. O6pa3yeTca CTPeNnTOKOKKaMM rnmaBHbIM OOpa3om u3
caxapos3bl.

« [lekcTpaH obnagaeT Bblpa)XeHHbIMW aAre3anBHbIMN CBOMCTBaAMMU, YTO
OYeHb CYLWECTBEHHO aANna domnkcaumm n pocta 3yoHom onawku. OH
NS10X0 PacTBOPUM U YCTOUYMB B NPUCYTCTBMN MUKPOOPraHU3MOB.

« B meguuuHe gekcTpaHbl UCMOSb3YIOT Kak KpOBE3aMEHUTESb, Hanpu-
Mep, B BUAE peononuritoknHa — Baskoro pacteopa Ha 0,9% NaCl.
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2) JleBaHbI - pe3epBHbIe roMmononucaxapugbl n3
ocTaTkoB D-cppyKTO3bl, T.€. ABNATCA OpYyKTaHaMMU

« bakTepuu poToBOW NOMOCTU, pacLLensidas caxapoasy, 13
bpyKTO3bI CUHTEZNPYIOT NOSIMMEPHbIE JeBaHbl,
KOTOpble BKMNOYalOTCA B MAaTPUKC 3yOHOro HaneTta unu
NOKanmayTcs BHYTPUKNETOYHO (45 obecrnevyeHus
MUKPOOOB aHepruen). JleBaHbl TakKe codepxaTcs B
pacteHunax. Hanpumep, MHYNMH cCOCTOUT N3 octaTkoB D-
dpyKTO3bI, COEANHEHHbIX [-(2-1)-CBA3AMM.

3) MaHHaHbI — pe3epBHble romononucaxapuabl U3 OCTaTKoB
MaHHO3bl. /X cogepkaTt 6akTepumn, OpoXxKu, NrecHeBble
rpubbl, BbiclUMe pacTeHusa. PparmMeHTbl MaHHaHOB MOryT

BCTpe4yaTbCs B cOCTaBe 3yOHOro Hanera.

4) KcunaHbl, apabuHaHbl — pa3HOBUOHOCTU PE3EPBHbLIX
romononucaxapngoB pacTeHUMN.




”05”2 CuHTe3 neBaHa mukpodoriopou NP

O [lepBasi Monekyna ppyKkTo3bl NPUCOEQNHAETCSA K
2 H MOJIEKYSIE Caxapo3bl C MNosiyYyeHneM Tpucaxapumaa
3 4 CH.OH 6-kecTo3bl. HoBble Monekynbl B-D-dpykTodypa-
wma () g 2 HO3bl MPUCOEONHAITCA K PPYKTO3HOMY OCTaTKy
OH 6-kecTo3bl 3(2-6)-rNMMKO3NaOHLIMUN CBA3AMU C
Hymepauus C-aTomoB obpa3oBaHMEM NTIMHEWHOIO NonumMepa
¢ppyKTO3bI
B COCTaBe caxapo3bl
Caxapo3a B coctaBe 6-KE€CTO3bl
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[eTepononucaxapuabl (rerepornukanb)

CNMOXHble yrneBsoabl, COCTOAT U3 2-X n bonee TMNOB

MOHOCaxapuaoB (aMMHOcaxapa, YPOHOBbIe KUCIIOTbI),
yauje Bcero cBsidaHbl ¢ 6enkamu unu nunuaamMmm

[ MnMKo3aMUHOIMMKaHbLI (MyKonosnucaxapuabil)
XOHOPOUTUH=-, KepaTaH- U AaepMaTaHcynbdaThbl,
rmarlypoHoBasi KNCNoOTa, rernapuH.

[lpeacTaBrneHbl B COCTaBe OCHOBHOMO CKpensdaoLLero
BelllecTBa coeanHuUTenbHon TkaHn. X oyHKLMS CcOCTOUT B
yaepKaHmn 60sbLIOro Konm4yecTsa BoAbl U 3arofIHEHUN
MEXKIETOYHOro npocTtpaHcTea. OHU criyKaT CMSArdaoLmm
N CMa304YHbIM MaTepmariom Ang pasHoro poaa TKkaHeBbIX
CTPYKTYP, BXOOSAT B COCTAB KOCTHOM U 3yOHbIX TKaHEeM



NH-CO-CHs NH-CO-CH3

 TmanypoHoBasa KMCrnoTa — NIMHEeNHbIU Noriumep U3
rMOKYPOHOBOU KUCNOTbI U aueTUNrnioKo3aMnHa.
BxoouTt B cOCTaB KITETOYHbLIX CTEHOK, CUHOBMASTIbHOW XXUOKOCTH,
CTEKITOBMAOHOro Tena rrnasa, obBonakmeaeT BHYTPEHHME
OpraHbl, ABMASAETCA XerneobpasHon bakTepuumaHON CMa3KoW.
Ba)XHbI1 COCTAaBHOW 3JIEMEHT KOXWU, XPALLEN, CYXOXUMNUN,
KOCTEW, 3yDOB ... OCHOBHOE BELLECTBO NocneonepaunoHHbIX
pyobuoB (crnavku, pyoubl — npenapar «ruanypoHugasa» )



XoHapouTuHcynbd@aTbl —

Pa3BETBNEHHbIE CyNbdaTUpPOBaHHLIE NONMMMEPLI N3
rMOKYPOHOBOU KUCIOTbI U N-aueTuUnrinoKko3aMmumnHa.
OCHOBHbIE CTPYKTYPHbIE KOMMOHEHTbLI XPALLEWN,
CYXOXWUINK, POroBuLbI rnasa, cogepXxarcs B KOxe,
KOCTSIX, 3yDax, TKaHAX napogoHTa.
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[ MuKonpoTeunHbl N rmMuKkonunuabl

1) Komnnekcel 6enka ¢ yrnesogamu, CyLLECTBYET 2 Buaa:
[MIMKOMPOTENHBI N NpOoTeornukanbl. OTNnU4aloTCs no
KONMYEeCTBY, COCTaBY, PErynsipHOCTN CTPOEHUS
YrrneBoaHOro KOMIMOHEHTA.

2) MMukonmnuAaoB MHOIO B KITETOYHbIX MeMOpaHax
HepBHOW TKaHW. B OCHOBHOM — rMMKOCUHronmMnuaebl,
rMmaBHbIN N3 KOTOPbLIX ranakrosunuepamu (uepamug =
aMMHOCNMPT COUHIO3MH + XXUpHas Knucnota). B gpyrmnx
TKaHAX bonblue rnokosunuepammaa. Bmecrte ¢ cnano-
BbIMWU KNCNOTaMW OH eCTb B COCTaBe raHrnmo3naos
HEePBHOW TKaHMW.




Hopma yrneBogoB B NUTaHUMU

e 3anac yrneBoooB B opraHu3sme He npesBbiwaeTt 2-3% oT
MaccCbl Terla. 3a CYeT HUX IHepreTuveckue NoTpedHOCTH
yerioBeKa MOryT NoKpbiBaTbCA He bonee 12-14 v.

e NoTpebHOCTL OpraHM3ama B rfnOKo3e 3aBUCUT
OT YPOBHSA 3Hepros3aTpar.

e MuHumanbHas Hopma yrnesonoB B nuuie 400 r B CyTKW.
65% yrneBoagoB noctynaroT B Buae Kpaxmana (xneo,
Kpyrnbl, MAKapPOHHbIe n3aenus),

35% B BuAe 6ornee npocTtbix caxapoB (Caxapo3a,
FNlaKTo3a, rnKo3a, ppykrosa, mel, NeKTUHOBbLIE
BeLlecTBa).



BHELLHWA OBMEH YIMEBOOOB
(nepeBapuBaHue)

[lepeBapBaHue — coBOKYNHOCTb NPOLECCOB
depmMeHTaTUBHOrO ruaposriusa NoCTynamwLwmx ¢ nuiien
MaKpOMOSeKyn nonucaxapuaooB, 0enkoB, XXUpPOB,
HYKNEeUHOBbLIX KUCIIOT A0 bonee Menkux Monekyn,
KOTOpble MOryT BcacbIiBaTbCA U NnoaBepraTbCcA
AaribHEUWUM MeTabdboriIM4eCKUM npeBpaLeHUAM

Pa3nunyaloT nuweBapeHue:
1) nonocTHoe
2) NPUCTEeHOYHOe

Cnusncran oborno4ka Xxenyago4yHo-KULWLEYHOro TpakKTa —
€CTeCTBEHHbIN Oapbep ANA NOCTYNJIEHUA B OpraHn3m
KPYMHbIX Yy>XepoAHbIX MOJIeKysl, B TOM 4Yucne
yrrneBo4HON nNpupoAabl



[ekcTpuHbl
Kpaxmana
‘ManbTo3a
Caxapoaa
Jlaxrosa

AmMnna3sa

Porosas CNHHB!

nonocCTb

YcBOoeHue onuro- un

" niokoaa
nonucaxapuaoB UOeT npu ux : Knetuatka
rMapPoONIMTUYECKOM pacLLenneHnm g
00 MOHOCaxapoB. 3 Kucnas cpena.
o MHrubupyrowas
luko3uda3bl aTakyloT ; pricbinen i
1-4 n 1-6 a-rNnMKo3naHbIE CBA3N N e i amunay
nonvcaxapuaos. ToHKuiA
KULWWEYHUK
AmMuna3sa
NMpocTble MOHOYIrNeBoAbl m NOAKENY LOUHOFO
MNoagxenynouHas GOk
nULLEeBapEeHNIO He noaBeprarTcy, xeneaa
K neyenu »
MoxeT npoucxoamTb GpoxeHne ) A
- nakrosa
HEKOTOPOU HaCTu caxapo3a
HenepeBapeHHbIX UMK Kposs
HEeBCOCaBLUMXCA YrneBOAHbIX PO
Mnoko3a Nakrasa
MOJ'IeKyJ'I 11~ 1®pykTo3a [*---Caxapa3a
B TOJICTOM KMLLEYHUKe noA lanakrosa KULUEYHOTO
o 1 CoOKa
gencrtemem pepmMeHTOoB i
MUKPOdonopsbl. |

Kneruarka



NMONOCTHOE NMUULLEBAPEHUE

* [lepeBapuBaHue nonucaxapmaoB Ha4YMHaeTCH
B POTOBOM MOJIOCTU, FAe Kpaxmanbl noaBepraroTcs
XaOTUYHOMY AEUCTBUIO O-amMusiasbl CrIlOHbI MO
a(1-4)-cBA3aAM (rpynnoBas cneuyngpuyHoOCTb).
NMpoayKTbl rMaponun3a Kpaxmaria amurasomn S
(S-cnoHHasA) — 3TO AEKCTPUHbI Pa3HOU AJIUHBI.
AmMuna3sy cnoHbl akTUBUPYOT MOHLI Cl, ee onTumym B
cnaboweno4yHou cpepe (pH=7,1-7,2 ).

B xenyake, rge cpepa pe3Ko KUcnas, Kpaxman v
KPYynHblIe OEeKCTPUHbI MOTYT NPOAOMXKUTbL NepeBapu-
BaTbCA aMUI1a30M TONbKO B rMyOMHe NULEeBOro KOMKa.

* [lencuH Xenypoo4yHOro coka pacLiennsaeT camy amunasy
KaK OObIYHbLIN OerokK.




HOanee nuwa naet B 12-NK n knweyHuk (3HavyeHun pH
HenTpanbHbI€) U BHOBb NoaBepraeTca 4enCcTBUKO

1) amunas nogxenyaouHom xenesbl (amunassol P).
Pa3nuyaloT naHKkpeaTUyeckue a-, [3-, y-amunasbl

 Anbcha-amunaza npeacraBrieHa doree LWMPOKO,
pacliennseT Kpaxmarsn U KpynHble AeKCTPUHbI [0
MeJIKUX 4EeKCTPUHOB U MasibTO3bl

 beta-amuna3sa pacuwennseT Mmerikue
AEKCTPUHbI A0 Aucaxapmaoa MmanbTo3bl

e TaMMma-amMmuna3sa orwennseT
oTAesibHble KOHUEeBble MOJIeKy bl IMIOKO3bl
OT Kpaxmarsna unuv AeKCTPUHOB

2) onuro-1,6-rnokKko3naasbl — AeUCTBYET Ha TOYKHU
BETBJIEHUS Kpaxmaria U rimKoreHa

KoHe4yHbIN noaykKT ruaponusa —
Aucaxapug manbto3a U HeMHOro rMKO3bl



NMPUCTEHOYHOE TMNMULLEBAPEHUE

 'mpponus AUcaxapuaoB npoucxoauT He B NpocBeTe
KULWIEeYHMKA, a Ha NOBEPXHOCTU KNEeTOK CIIN3NCTOMN
00O0NoOYKM Noa cneunanbHOU TOHKOU MNIIEHKOM -
rMUKOKariInkCom

 ucaxapupbl pacliennaoTcsa nog AeucTBUEeM
1) «maneTasbl» - rrKoamMmuriasHoro KomMmnriekca, cogep-
Xauwero manbra3sy (a-1,4-rnmKko3nagHble CBA3U MaribTO3bl)
2) «caxapa3sbl» - caxapa3o-n3omMasribTa3zHOro KomrJekca,
copgepXallero caxapasy u nsomanborasy (a-1,2- n a-1,6-
rMUKO3nAHble CBA3U caxapo3bl U N30MaNbLTO3bl)
3) «naKTtasbl» - B-rnuMKo3ngasHoro Komnriekca,
copgepxatliero nakra3sy (B-1,4-a-rnmkosmgHblie CBA3U
NaKTo3bl)

 MpoayKTbl rMgponu3a aucaxapuaonB —
MOHOcCaxapuabl rMKo3a, ranakrosa, (ppyKkrosa
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CTpoeHune NpUCTEeHOUYHbIX
depmeHTOB

NpuUMep: caxapaso-
n3omMarsnbra3Hbl KOMMNIEKC.

1- caxapasa,

2 - U3omarnbrasa,

3 - CBA3bIBAOLWNN JOMEH,

4 - TpaHCMEMOpPaHHbIN JOMEH,

D - umTonnasaMmaTu4yeckum JOMEH.

Katanutuniyeckum UeHTp doepMeHTa
BbLICTYMaET B MOSIOCTb KULLEYHUNKA

N - KOHeL, nonunenTuaa BCTPOEH B
MeMOpaHy anuTenmMarnbHON KIEeTKM
MUKPOBOPCUHOK TOHKOTO
KULLIEYHMKA.



HEMNEPEHOCUMMOCTDb YITIEBOLOOB

JlakTo3a noctynaeT B OpraHnM3mMm € MOJ1IOKOM.

Y peb€eéHKa npu HeaoCTaTOYHON aKTUBHOCTU
«JlaKTa3bli»:

JNlaKTo3a, KOTOPON O4YEeHb MHOIrO B XKEHCKOM MOJSIOKe, He ycneBaeT
nepeBapuUTbLCA, 3a4epXXMBaeTCH B KMLLEYHUKe, MPUTArnBasa Boay,
M cnocoOCcTBYyeT MOLLHOMY Pa3BUTUIO HeXenaTenbHON MUKPO-
coropbl KULWLEYHUKA.

Y pebeHKa Bo3HUKaeT aucnencus ("HecBapeHue", npuBoasiiee
K MOHOCaM U pBoTe). PeKkKoMeHOOBaH nepexon Ha KOpMIieHue
KOPOBbLUM MOJIOKOM UMM CMECAMM C CaxapOoO30Mu.

Y B3pocCrbIX Noaeun npy HeAOCTAaTOYHOCTU «JlaKTa3bly
(10-12% y 6enowu pacbl, 80-95% y HapoaoB A3un n Adpukm)
BCTPE4YalTCH TaKkue e ABJIeHUS:

OonbLwoun ocMoTUYeCcKMn ahhekT HeBCoOCaBLUEUCS NAKTO3bl
BbI3bIBaeT NPUTOK XXKUAKOCTU B TOHKMM KULUEYHUK, aKTUBaLUIO
MUKpodgnopbl.

NMoaTomMy KNMHUYECKne CUMNTOMbI HENMEPEeHOCUMOCTU NaKTO3bl
(v monoka) — aTo B3ayTHe XXUBOTA, TOLWWHOTA, CyA0pOoru,

Oonb 1 NoHoOC.



« Kpome NakTa3HOU HEOQOCTaTOYHOCTM

pacnpocTpaHeHa He4OCTATOYHOCTb «caxapas3bi»
(CMMNTOMBbI MOXOXW).

« Ecnu cumMnToMbI NATONOIMMKU «naktasbl» BUOHbI
y>XKe Mnocne nepBbiX KOPMIEHUN, TO AedeKTbl
«caxapasbl» NpoABMATCA TOSIbKO Mocrie
BBeEHMS B paumoH pebeHKa criakoro.

JleyeHne HenepeHOCUMOCTHU YrneBoaOB.

,D,VleTa C UCKJTIO4YeHunemMm U3 palumnoHa.

B NepBOM cJiy4yae — MOJIOKa,

BO BTOPOM cCrly4yae — NpoAyKTOB, coaepxawmx
caxapoasy



Llenniono3a B opraHn3me 4yenoBekKa

Y yenoBeka HET PepMEHTOB AJ1A pacCLLEenneHus

B(1-4)-rnnko3naHoN CBA3W LENMonosbi.

OpHako MUKponopa TONCTOro KULLEeYHNKa MOXET rmapo-
JIN30BaAaTb 4YaCTb UESJ1KJ103bl 40 Ll,eJ'IJ'IO6I/IO3bI N MMKOKO3bl
(Tak Ha3blBaemMas «rnepesapumas Krnerdyartkar»), HEU3MeH-
HOW Yy YeroBeKka OCTaeTcHa «HenepmBapumas Krnetyatka»

OyYHKLUM LENoosbl:

1) cTMynauma nepucTanbTUKN KULLEYHUKA U
OTAENIeHUA Xern4un

2) apcopbumnna pana BewecTB (XOrnecTepon, TOKCUHbI U
AP.) CO CHUXKeHnemM UxX BcacbiBaHUA

3) maTtpuua gnsa pasBUMTUA HOpManbHOU MUKPOMopbI

4) dbopmunpoBaHume KanoBbIX Macc



BcacbiBaloTCA B KMLLEYHUKE Tomnbko
MOHOcaxapa (rnokosa,ranakrosa,pyKkrosa)

IX nepeHoC B SHTEPOLUTLI NPOUCXOONT:

1) nytem naccuBHou audpcpy3nm no rpagueHTy
KOHLeHTpaLunn U3 NpocBeTa KULLIEeYHnKa, roe
KOHLEHTpauuna caxapoB nocne eabl Bbllle, B KNEeTKU
KNLLEYHMKa, rae oHa HUXe.

2) cnocoboM NPOTUB rpagueHTa KOHLUEHTpaLum C
MCNonNb30BaHUEM cneuymanbHbiX OErKoB-NepeHoOCHNKOB
N c onocpenoBaHHON 3aTpaToOU IHepPrumn

(PUCYHOK CM. HUXeE)
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TpaHCNOPT MOHOCaxXapoB B KULLEYHUKE
yenoBekKa
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OANbHENLLUUVE NPEBPALLEHUA
CAXAPOB B OPTAHU3ME

* B pesynbTaTte nepeBapuBaHus YyrneBo-40B U
4yacTUYHOMN UHBEPCUN caxapoB B IHTepoLuTax
KULLEeYHMKA B MMIOKO3Y OCHOBHbIM

MOHOCaxapuaomM oKka3biBaeTcA JTIHOKO34d +
HEMHOIo UHbIX MOHOCaxapoB

* Bce OHM NOCTYyNaKoOT U3 3HTEpPOLUTOB B
BOPOTHYIO BeHY U farnee ¢ TOKOM KPOBU B
ne4vyeHb



BaanmonpeBpalleHus caxapoB B anUTENUn

KUWEe4YHUKa N renatTouunTax

Llenb cos3pgatb 1 cybeTpat (a-D-rntoko3sy) ans 9KoOHOMUK
pecypcoB npu metabonusme. lNpumep ons ranakrtosbi:

Ypauun

HO—CH2 Fanakmokunaza HO—CH2 HO—CH_
HO 0 /I\ HO 0] H 0] PM6|O38
>
g ¥ 5@ ¥ b-@-@
H AT® Afoe H H

Fanakmo3so-1-¢hocgham-

[anakTo3a FanakTo30-1- ypudunmpaxcgepasa Yd-ranakrosa
hocchar
Jnumepasa
Ypauun
(®)-ocH, HO—GH, HO—CHy |
0 0 0 Pvn6|osa
< >
HONGH /b ®ocpoanoro- HONYH o-(P) HO\GH -(P)
H Mymasa H H

[Mpn oedekte xoTa Obl 1 U3 3 PEepMEHTOB — rariakTo3eMus C Xapak-
TEPHbIMN HAPYLLEHUSMMN OOMEHA U KITMHUYECKUMU NPOSABNEHUSMU
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Mocrne neyeHu B 0OLWMIN KPOBOTOK NMOCTyNaeT TONbKO
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Ponb neyeHn B OOMeHe rmiroKo3bl

- Perynauusa ypoBHSA rMOKO3bl B KPOBU
- lenoHunpoBaHue rrnKo3bl (rmukoreH)

- CUHTEe3 rnoKo3bl (de novo - U3 HeyrneBoaHbIX cybeTp.)

* B chaze pe3opdbummn — n30bITOK rMOKO3bl B KPOBW.

N3 kpoBu e€ 35% nornowiaet neyeHb (Ha rinmkoreH — 10%,
Ha cuHTe3 xunpa — 30-40%, Ha okucneHue — 40-50%),
ocTarnbHble 65% rnoKo3bl NOCTYNalT B OOSbLLION KPYyr
KpoBOOOpaLleHNSI N YTUNN3NPYKOTCA TKAHAMM.

* B chasze nocrtpezopbuum (ronogaHus) npu gepuymte
[MOKO3bl B KPOBU NEYEHb NOBLILLAET €€ YPOBEHbL CHavana
3a CYET INMUKOreHosnm3a, 3aTtem nyTem npeobpasoBaHna B
MIOKO3Y MHBLIX caxapoB (QpyKmo3bl,eanakmo3abl,pubossbl
n ap.), oanee naeT NpoLecc rrnrKoHeoreHe3a — CMHTE3
[MOKO3bl N3 HEYINEBOAHbLIX MPOAYKTOB MPOMEXYTOYHOIo
meTabonuama (/r1akmama, anuueporia, aMuHoKucsiom).



Ecnun nocTtynrfieHne rMrKo3bl B renatounTbl Bbllle UX
BO3MOXXHOCTEW noJinMepun3oBaTb IN1HOKO3Y B NUKOIeH,

TO B KpoBU OyaeT rmneprriimkeMus - coctosiHue, Korga
coaepXXaHue rnkKo3bl Beille HOpMbI 3,3-5,5(5,8)Mmonb/n

N30bITOK rnoKo3bl B KPOBU CTUMYIIUPYET:
1) CUHTE3 rMUKOreHa B NeYeHn, MblLLULAax,
2) cMHTE3 XNPOB, XONieCTepuHa 13 rMoKo3bI

B kneTkax pa3fniM4HbIX OpraHoB rmnoKo3a:

* NMBO cpasy BKNOYAETCA B peakuuu pacnaga C Lernblo
obOecrneyvyeHns KNeTku aHeprmeun
 nnBo y4acTsByeT B NS1IACTUYECKOM OOMEHe: cuHTe3

[MMKOreHa, HyKnenHoBbIX KUCIOT, reTepononmcaxapuaos
(CAl), rmukonunnaos, 3aMeHUMbIX aMUHOKUCIIOT U T.4.

[MoYyeyHbIN nopor Ans rnoKo3bl.

Ecnu B KpoBu rnoko3bl ~10 Mmonb/n 1 Bbille, TO MOYKU
y>Xe He MOoryT peabcopbupoBaTtb U3 NepBUYHOU MOYMU
BCHO IMIOKO3Y, U OHa NOABIISAETCA BO BTOPUYHON MOYe



TpaHCNOPT rMOKO3bl N3 KPOBU B KITETKMU

1) [TaccuBHaa andpdpy3uns, r.e. npoxoxaeHue rmiokosbI
yepes KNeTouHyr MeMOpaHy rno rpagueHTy KOHUeHTpauumn
(mexaHn3m — npocTtasa auddysnsa). bnarogapa naccuBHomn
anddy3um rnroko3a 6bLICTPO NepexoauT Yepes KpoBb B NeYeHb
U Apyrve TKkaHu, a B KPOBU YPOBEHb MMIOKO3bl NOcrie eabl
OobICcTpO ||].

2) ObneryeHHasa and dy3mns — ocHosHon MexaHusm,
OTNIM4aeTCcs OT NaCCUBHOU TE€M, YTO NepeHOoC rmapoPunbHbIX
BelecTB Yepe3 rmapodhoOHbIN CNTOM MeMOpaHbl OCcyLUeCcTBA-
€TCA 3a CYeT YHUKanbHbIX OenkoBnepeHoc4ymkoB. Takas
anddy3ua, xota n MAET ¢ NOMOLLLIO benka-nepeHoC4YMnKa, HO
6e3 3aTpaTbl ATP 1 no rpagueHTY KOHLIeHTpaLuuu, N0O3ToMy

oTHocutcAa K IACCUBHOMY TPAHCNOPTY

Ona oobneryeHHon andcdy3nm xapakrepHa
BbICOKasa n3bunpareribHOCTb.



O6neryeHHasa guddy3ua (MmioT)

ATOT BUO TPaHCNOpPTa 0COO0 BaXeH
And 3puTpoumnTOoB U HEPBHDLIX KJI€TOK.

* B KneTtku mosra ns-za Hanu4yusa remarto-aHuedanuye-
CKoro 6apbepa He NPOHUKAIOT KPYNHbie MOMEKY bl
XXNPOB, XXUPHbIX KUCIOT, MO3TOMY B HOpMe Ans
3HepreTMYeCcKUX Hya MO3r UCNONb3yeT NULLb
rMIOKO3Y.

e [InAa 3puUTpOLUTOB aHA3POOHLIN pacnag rnmoKo3bl —
€eAVNHCTBEHHbIN UCTOYHUK 3Hepruu. NpeobpasoBaHue
rMOKO3bl B NEHTO3HOM NyTU — ucTouHUK HAOPH gns
3aWunTbl MeMOpaHbl IPUTPOLIMTOB OT OKUCNIEHUA U
remMorin3a.




BnusiHne MHCYyNUHa Ha TPaHCNOPTEPbI MMIOKO3bl
(6enkn-nepeHocuuku "IMoT")

PasnuyaroT 12 TMNOB TpaHCNopTepoB rMKO3bl HA MeMbpaHax
pa3nn4yHbIX KNeTok. Hanbornee BaXxHbl:

 [MoT-2 npucytcreyer Ha membBpaHe KneTok NevYeHu 1

ANUTeNINA KMLle4vyHUKa, obnagaeTt cnocobHOCTbIO NponycKaTb
rMOKO3y B 00€ CTOPOHbI — BHYTPb KIEeTKMU U HapyXy

* [MoT-4 npucytctByeT Ha MembpaHe KNeToK MbILULL, JKUPOBOW
TKaHW, TONbKO OH YyBCTBUTESNEH K AEUCTBUIO MHCYNKMHA. [JaHHble
TKaHW Ha3blBalOT MHCYJTIMH3ABUCUMbLIMMU

e HepBHasa TKaHb, CTEKNIOBMAHOE Tero, XpyCcTanuk, cetyaTka,
3PUTPOLUNTDLI, KNETKU KNYyOOYKOB No4vek, 3IHAOTEeNNOLMUTDI,
CeMeHHUKU K OEeNCTBUK MHCYNTMHA HEYYBCTBUTESIbHbI, HA3blBalOTCS
uHcynnHHE3aBucnmbimu

« [InasmaTnyeckass MembpaHa 6orbLUMHCTBA KITIeTOK OpraHn3ma
MMEET pasHble TUMbl TPAHCMOPTEPOB. Takne TKaHu 3aHMMaroT
NPOMEXYTOYHOE MOSIOXKEeHNEe MO OTHOLLUEHUIO K MHCYIINHY.




ObneryeHHasa anddy3nsa nmeet npuHLMNUanLHoe

3HavyeHue OAJ1S MbILILL U )KUPOBOW TKaHU, KoTopble
nmelot 6enku-nepeHocumku Tuna [ noT-4 gns
WHCYNUH-3aBUCUMOIO TpaHCNopTa rMKO3bl

NencTtBne MHCyriMHa Ha TPAHCNOPT FMIOKO3bl
OCYLUEeCTBNSAETCA Yepe3 peuentop Ha NOBEePXHOCTU
Kretok. CBfi3biBasiCb CO CBOMM peLenTopoM-
depMeHTOM, MHCYNUH MeHsIeT ero KoHcopmauumio.

PeuenTtop connxaercsa ¢ 6enKoM-nepeHoOCHNKOM
moT-4 n dpocchopunupyert ero. NroT-4 BCnnbiBaeT

B MeMOpaHe U CyLleCTBeHHO obneryaet TpaHCnopT
rMIOKO3bl B KINETKY.




NanbHeuwasa cyab6a rnoko3bl B
opraHusme

B KneTKe rnokKo3a npexae scero hocdopunu-
pyeTcs, B pe3yJsibmame 4ye20 ripuobpemaem
3apsio U yxXe He MoXXem NMOKUHYymMb KI1Iemky.

e CHMXXeHue KoHUueHTpaunum ceobogHoun (Hedboc-
dopunnpoBaHHOW) FAKOKO3bl CNOCODCTBYET
onddoy3nn HOBbIX MOJIEKYIT U3 KPOBU

e CnepyeT 3anOoMHUTL: pocchopunmpoBaHme
SABJISIETCA NepBOU cTaaneun noodbIX
npeBpaLweHun MOHoOcaxapuaos



B kneTtkax neyeHuU ecTtb ABa usodgepmeHTa, KoTopble
MoryT cpoccpopunupoBaTb rnOKo3y: 2JTIOKOKUHa3a u
26KCOKUHa3a. B ppyrnx opraHax — nuilb 2eKCOKUHa3a

lNekcokuHa3sza

[ NHoKo3a [ MoKko30-6-ocdar

Mwokoso-6-¢gpocgpamasa

OedoccopunmpoBaHune ocywectenset 2/THOK030-6-

¢ghochamasa, kotopas ecTb TOMbKO B NeveHu (nogaepxaHue
NOCTOSIHCTBA YPOBHS IMIOKO3bI B KPOBU Npu ronoae u pa6ore
MbILLL) 1 NoYKax (peadbcopouuns rrnoKo3bl, KETOKUCIIOT).



nyTVI UCNOoJib30BaHUA TNMHOKO3bI B KJIeTKe

r“mi(°3a [ MIOKO3aMUHbI
[MunkKoreH [ntoko30-6- » Pnbo3zo-5-
MankoreHoreqHes Qocgar MeHTo30hoChaTHbIi cpocchar
nyrs
FamKonms l
lNpwn orcyrcremm
/ nMpyBaT REERUEORe » [lakTar
3ameHUMble Mpu Hannunn
aMWHOKWUCNOTbI Kucnopoja
' Auetnn-SKoA > KupHble KUcnoTol
Mpwn n36biTke XonecTepuH
rAoKo3bl
(renarouymTel N agunNoynTsl)

L{nvkn
TPHKapboHOBbLIX
KNCOT



Ecnu B knetke o6pasoBancs u3bbitTok [THOK030-6-@,
OHa HauWHaeT 3anacaTthb rMI0Ko3y B BUAe rMUKoreHa.

1) CHavana docdornrokomyTasa (Knacc nsomepasa) npe-
BpallaeT rrnko30-6-® B rnwko30-1-®, KOTOPbIU yXKe
HauerneH Ha cuHTe3 d-1,4-cBsi3eun rmoKo3bl B IMUKOreHe

2) YO®P-rnrokonupodochopunasa akrusupyet n-1-® go
YO®P-rnoko3bl NyTeM nepeHoca Hykneotnga YM® u3
coctaBa YT®, 3aTpaumBad Ha cUMHTe3 obe ero
MaKpO3pruyeckKkme CBA3U.

3) B knetke Bcerga cywectByeT XOTS Obl OMeHb Manoe
KOFIMYeCTBO IMIMKOreHa, KOTOpPbIN BbIMOMHAET POsb
"3aTpaBKku". [MUKOreHCMHTa3a HapawuBaeT MOJIeKyny
rmuKoreHa, npucoenuHsis rnoko3sy a-1,4-cBA3biO U
BbicBoOOXOan YOD:

YAO®-rnokosa + (rnrokosa) — (rmwokosa) . + YAP



MeTabonmnam rnmkoreHa

@—o Ha ®ocghoanioxo- HO—CH;
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ObpasoBanue Y/ P-rmoko3sl
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Amuno-u-1,4-a-1,6-2nuxosun-
mpaHcgepasa

ObpaszosaHue
o~1,6-rNUKO3NAHBIX CBSA3EH

Cxema CTpoeHus rnukoreHa
(4epHbIM LIBETOM NOKa3aHb! TOYKW BETBNEHUA —

Toyuxu paboms! o-1,6-ruKo3naHbIE CBA3MN)

2NUKO2@HCUHMAa3b!
Yyacmku pa6ombi Xummnieckas a ruUKoreHa (¥ kpaxmana
/ 2nukozen-¢gpocgopunasbi PP (Hihp )
44/
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Cxema pCaKlIMﬁ YAUTHHCHHA U BETBJICHUS MOJICKYJIbI ITTHKOICHa Cxema pC‘aKUHn pPaciCryiCHUA IITMKOrcHa



I IMKOreH obpa3syeTca NoYTU BO BCeX KneTkax opra-

HU3Ma, HO MAaX ero KOHUEeHTpauna B Ne4YeHU N MbillLax.
3anachbl rnvkoreHa B neyeHu =200r,
B Mmbiwulax =400r, B kpoBu =10r.

e OOMeH rnvkKkoreHa B neYyeH U B MblluLaXx
NMEET OTNNYNTENbHBLIE OCODEHHOCTM:
1) MNokoswaaca melwua HakannmeaeT He bonee 0,5-2%
MIMKOreHa oT CBOEW Macchbl; neYveHb - 2-6%. Macca MbiLuL,
3Ha4YUTENIbHO BOSIbLLIE MAcChl NEYEHN, MO3TOMY B CKENMETHbIX
MbILLLIAX cOCpeaoTodeHo ~2/3 oT obLero Konn4vecTtaea
[MMKOreHa
2) Mbiliua pacwennsieT rmuKoreH UCKIMIYUTESNTbHO BbICTPO U
TONbKO AN cedbs, koraa nosasnseTca notpedHocTb B AT npwu
MblLLEYHOU paboTe.
3) B_neYyeHun rnmkoreH pacliennserca Toraa, Korga B KpoBU
CHUXKaEeTCs YPOBEHb IMOKO3bl M HAO0 ero 6bICTPO NOAHATL
00 HopMarsibHOro. Ho CKOpoCTb npoLlecca BCE paBHO HUXeE,
4yeM CKOPOCTb pacrnaga rnvkoreHa B MbliLlLaX.

 PacwenneHuve rnukoreHa — rmmKkoreHosnums.




MMMKOINEHOJING

e Pacnapg rnukoreHa Ao MOJMOYHOMU KUCNOThbI
MOXeT AT NPU HegocTaTKe Kucrnopoaa.

 MuKoreH NnpucyTCTBYET B KNeTKax B Buae rpaHyn,
KOTOpble coaepat doepMeHTbl ero CMHTe3a, pacnaga u
depMeHTbI perynauumn.
Peakuuun cuHTe3a u pacnaga pa3fimiHbl, YTO obecrnevymnBaeT
rmoKkocCcTb npouecca.

e B Knetkax ne4yeHu, MbiLL FMUKOreH pacLiennsarorT:

1) rmukoreHdocdopunasa no a(1-4)-ceasam oTiLenns-
eT [MHKo3Yy cpasy B BMae MMoko3o-1-dpocdata He Tpata ATO.
2) amuno-1,6-rnoko3upasa no a(1-6)-ceasam, T.k. Yepes
Kakable 8-11 ocTaTkoB rMoKO3bl B MOJSIEKYIE IMUKoreHa
€CTb MecCTa BETBINEHUA (OeBeTBALNN DEPMEHT)
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YcuiieHne cMrHAaJIa aipeHaIMHA B KJIETKY Yepe3
MHO3UTOJI(hochaTHVIO CHCTEMY

Ca™ Fopsos




Pacnag rmukoreHa perynupyrT ropMOHbl — agpeHarivH,
rMIOKaroH, rnOKOKOPTUKOUADI.

UHCYNWH OoKa3sbiBaeT NPOTUBOMNOSIOXKHbLIN 3P heKT —
aKTUBUPYET CUHTE3 MUKoreHa.

A.qpeHanMH U NMIOKaroH He NMpoHUKarwT B CBOU KINNETKU-MULLEHW.
OHU cBA3LIBAIOTCS C peuenTopomM Ha nna3mMmaTnyeckomn M9M6paHe.

G-6enok (a-cy6beguHuua B komnnekce ¢ N'T®) nepenaér
UHcopMaLUIO OT rOPMOH-PELLIeNTOPHOro KoMnnekca Ansi akTuBauum
MeMbpaHHOM ageHuUNaTuuknasbl. AKTUBHas ageHunaTuuknasa
npeo6pasyet AT® (ATD > uAM® + PPi + HY)

LUnknusauma B bLAM® uget yepes docchar n o 3’-5’-atomam C pnbo3bli

LLAM® nepenaé€t curHasn Ha NpoTeMHKMHa3bl (MPOTEeMHKUHA3y A — KMHa3y
c¢occopunasbl)

B nevyeHu cboccbopvma3a HaxoauTtca B 2 chopmax:
aKTUBHOWU U HEaKTUBHOMN

lNpoTenHKkUHa3a, npucoeguHsA K pepmeHTy poCchPOpHYIO KUCHOTY,
npesBpawjaeT ero B aktuBHyr pocdopunasy a

Cneuundmueckasn coccgarasa (nporenHdpocdarasa-1, koTopyro
aKTUBMpYeT MHCYnNuH) ypansiet ooccpat, npeBpaLtan epmMeHT B
HeakTUBHYIO dhocopunasy b




LAM® B KneTKe cywecTtByeT Heagonro. Pocodoau-
acTepasa obIcTpo npeBpawtaetT ero B AMO

UAM® + H,0 ——pp AM®

B npucytcTtBun nHrnoutopos doccoamnacrepasbl
(B TOM uncne KocgpeuH kode, TeuH Yan)

LAM® He MOXeT pa3pyLliaTbCA, HaKannMBaeTcH

B KNeTke — Aencrteue nogoObHO afapeHanuHy.

OaviH u3 acpcpekToB MHCYJTMHA Ha KIEeTKY —
akTuBauusa doccoanacrepasbl, KoTopas
pa3pywaet UAM® n onokupyet adhdekTbl BCex

KOHTP-MHCYJAPHbIX TOPMOHOB, aKTUBUPYHOLLMX
pacnag rnmKoreHa



e B TOT MOMEHT, Korga "'Bkrnro4aercs’”
¢ghocghopusiaza, ogHOBPEMEHHO NMPOUCXOANT
"BbIKNOYeHUe" 2Js1uKko2eH-cUHmMasbl.

e ITO UMEeeT OYeHb rMyoboKmnn ononornyecKkumn
CMbICH:

doochopunupoBaHue/gedochopunmpoBaHme
cpasy 2-x bepMeHTOB nepekKkriryaeT XopoLluo
CKOOpPOAUHUPOBAHHYHK CUCTEMY perynsaumm
CUHTEe3a U pacLienneHus rramKkoreHa.



OGpaTtHoe npeBpaleHne gpocgopusia3bl a B HEAKTUBHYKO b
¢opmy npoucxoaut npu gercteumn pocdarasbl
cdhocchopunasbl, KOTopyr CTUMYNuMpyeT UHCYITUH.
OaHoBpemMeHHO hpepmeHT yaanseT ¢poccopHyro rpynny u3
MOJIEKY bl 2J/ITUKO2eH-CUHMa3bl b, nepeBoAsA B aKTUBHYIO
2J/TUKO2eH-CUHmMaa3sy a.

UHakTnBupoBaHue chocopunasbl npekpawiaeT pacnag
rMUKoreHa, a aktTuBHasi rmMKkoreH-cUHTa3a HaduMHaeT ero
CUHTES3.

[Mpn HegocTaTKe B KPOBM ITIOKO3bl aKTUBUPYETCH
cdocchopunasza, naeT pacnag rnukoreHa.

[Mpn N30bITKe B KPOBU IMIOKO3bl aKTUBUPYHOTCA (MYyTEM
aedoccopunnposaHus) pepmeHTbl CUHTE3a rMIUKOoreHa.



OTwenuBLIAACA OT FMUKOreHa MorsieKkyna
rnoKo30-1-® nsomepusyercs
C obpa3oBaHMeM TrTHKO30-6-D

rmoKoso-1-® — [fOK030-6-P
Gocoznroxomymasa

- Koraa camowm KneTke HyXHa aHeprusi, To MaeT pacnag
rMmoOKo30-6-® no nytn aHa3apoOHOro rmmkKonunsa

WM C y4acTueM as3poOHbIX MEXaHNU3MOB.

- Ecnu rnoko3a HyXXHa APYrum KrneTKam, TO rnrKo30-6-
docdaTasza (B nevyeHu n noykax!) orwennset docdar oT
rmKo30-6-®, 1 cBoO6OAHAA rMOKO3a BbIXOAUT B KPOBOTOK



MnkoreHo3bl — 00ONe3Hn rMuKoreHa

Npn HacneacTBEeHHON HEAOCTAaTOYHOCTU UJSTU OTCYTCTBUN
chepMeHTOB, HeOOXOAUMbIX AN OOMEeHa rnMKoreHa,

B TKAHAX OTKNaabiBaeTcA NMbo HeHopMaribHO bonbLioe
KONIn4ecTBO FfNIMKOreHa, nndo ero aHomMmarnbHble (hOpPMbI.

B utore Bo3HukaroT 3aboneBaHna «Ir'JMiMKOreHo3bl».

MexaHU3Mbl pa3BUTUA U KNMUHUYECKNE NMPOABNEHUA Y HUX
pa3Hble, HO eCTb oboLwme YepTbl: husnyeckasa u yMCTBEH-
HaA OTCTArloCTb Pa3BUTUA, OFTPOMHbLIE NeYeHb, Cene3eéHKa n
MbilleYyHas cnadbocCTb.

«AlTIMKOIreHoO3bl» BO3HMKAIOT, KOorga nonvmepusa-uuma
rMIOKO3bl NPAaKTUYE€CKN HEBO3MOXHA U MMUKOreHa Her.

Y Taknx nayueHToB OonbLlune NnpoodrieMbl C MUTaHNEM U
Aa)e Mariom MbILLe4YHOU aKTUBHOCTDbIO.



AHASPOBHbIE
MPEBPALLEHUA YTTIEBOLOB

1) rmukoreHoreHes

2) rMuKoreHonus

3) rMUKonus

4) rnroKOHeoreHes

5) cnupTtoBoe (U Ap.) OpoxeHune
(ANs MUKpoopraHM3mMoB)



MMAKOJTNS

- rMaBHbIN aHA3pPOOHLIN NYTb

YTUIMIN3aunu rmioKo3bl

1) NMpoTekaeT BO BCex KrneTKax

2) Ona 3puTpoumnTOoB — eAUHCTBEHHbIN
NCTOYHUK 3HEeprmm

3) NMpeobnagaeT B onyxorneBbIX KMeTKaxX —
MCTOYHUK aumao3sa

* B rnukonuse 11 peakuuin, npoaykT Kaxxaowu
fIBNSIeTCA cyocTpaToM ANA nocreayloLlen.

KoHe4yHbIV npoAayKT rnkonu3sa — J1IaKTaT
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dochodpyKkTOKMHaA3a

Becb xoa rmukonunsa nMmMmmuTupyeTcs ypoBHeM
aKTUBHOCTM 3TOro pepmMeHTa

JTO annocTepuvecknn pepmeHT

Ero nurubupyror: ATO,
FIMMOHHANA KUCIIOTAa,
XUPHbI€ KUCNOTbI

Ero aktusupytotr: AP nu AMO

Obpa3oBaHuem ®p-1,6-oud® nepBas cragus
rmuKorinda 3akaH4mBaeTCH.

BTopyro ctTaguio HaYMHaeT anbAaonasa,
pacwennana Pp-1,6-gud Ha 2 TPUO3bI



PacweneHne 6C Ha 3C+3C
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BTopou 3tan rmMkorninza — ocBoooXXaeHue aHeprum,
3aknro4vyeHHou B ®I'A, n 3anacaHuve ee B Buae ATO
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2 NADH+H*  NAD' o
C-0 C-0
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CH; NakrataervaporeHasa CHs
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Ecnu okucneHue rnokKo3bl uaeT no
aHa’poOHOMY NyTH, TO akuenTopom é (n HY)
ctaHoButca MIOJTIOYHAA KACJIOTA

Ecnu Ha ypoBHe nupyBaTa aHa3pOOHbIe
npouecchbl MepeKr4varTCcsA Ha adpobHbIe,
TO paboTaeTt Oonee CUINbHbLIN
KOHeYHbIN akuenTtop € — Oz,




JHepreTn4yeckum danaHc rnmKonunsa

CeH1206 (rnoko3a) — 2 C3HeO3 (nakTaT)

* 1) pacxop no 1 AT® B xoae nepBbIX 2-X KNHa3HbIX
peakuun (rekcoknHasa n pocpoPpyKTOoKMHa3a),
— BcCero pacxogyetca -2 AT®

[ekco3a npeobpa3yeTca B 2 TPMO3bl
e 2) obpa3oBaHue AT® B ganbHENLWNX KNHA3HbIX
peakuusax (docdornuuepar- U nMpyBaT-KNHa3bl)
pacnag kKaxaow Tpuosbl (TA® n JOAD), naéT
no 2 AT® — Bcero obpasyetca + 4 ATOD
e 3) HAOH-H obpa3syeTtca (Ha ypoBHe 3®IA) u
pacxoayeTcsa (Ha ypoBHe nupyBaT-nakTaT) 0 ATO

UTOIO: 4 ATO -2 ATO = 2 ATO



OHEPIFETUYECKWW BANAHC ITIMKOreHonus3a
4ATO - 1ATOP = 3ATOD

Ha 1 monekyny AT® bonblue, 4eM B rfMKONns3e

e PochoponuTnyeckKkoe paciienneHume
rmMuKoreHa BbIrogHoO 3HepPreTn4yecku,
TaK Kak cpa3y nosny4vaeTtcsi rnoko3o-P.
3A4ecb UCKI4YeH aTtan pacxoga ATO
Ha dpocchopunupoBaHne cBoboaHOMN
MOJIEKY bl MMH0KO3bl B FreKCOKMHA3HOU peaKkuuu




CnuptoBoe BPOXEHWUE

* MukpoopraHusmbl, B NepByrO odyepeab
APOXOKU, OCYLLECTBNAT HE MOJTIOYHO-
Kucrioe, a cnmptoBoe dpoxeHue
rMOKO3bl B aHa3pPOOHbIX YCIIOBUAX

* [lo nupyBaTa BCce peakumMu nayT KakK B
rmukonuse. lNocne nupyBaTta BTOpoun
aTan - uHaAnBUAyanbHbIN



2 CH3CO-| nupysamoekapOoKcundsa 2 CH,COH

NMAPYBAT _ CO —a u,eTan bAaeru
a

2CH,COH aIK020160e2U0Po2eHa3d 2 CH3-CH2-OH

auetanbpoernn 2HATH + H™ — 2HAT" 3TaHOJ1
SHepreTUyYecKuit GanaHc
CnNpPTOBOIO
OpoOXXeHnA Kak B rnmmKkonumse: 2
ATOD
Mukpodrnopa nosocTy pTa MOXeT pacLlennsaTb
[MTMPYBAT Ha yKCYCHYI0 U MypaBbUHYI KUCIOTbI
Cc noMmouibio chepmeHTa nupyBsaTdpopmaTnmasbl




I nroKoOHeoreHe3s

| TIOKOHEOreHes — cuHTes rnioKo3bl
de novo u3 HeyrneBoAHbLIX KOMMOHEHTOB.
NMpoTtekaeT B nNeyYyeHU un =10% B noykax.

* [IpegluecTBEHHUKU ana peakumii
[MIOKOHeOoreHesa:

e nakrar (rnaBHbIN),
° rnuuepon (BTopown),

°* aMUHOKUCNOTbI (TPETUUN) — B YCNOBUSAX
ANUTEeNbLHOro rofiogaHus.

e dDusnonornyeckKkoe 3HayeHue
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Nakrar AMWHOKUCNOTHI

OurnapokcuauetoHgocgar
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Muyepon

MecTta noctynneHusa cybcTpaToB
(npeawecTBeHHUKOB) ANA

rMOKOHEeOoreHe3a
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LIMKJ1 KOPW

e Metabonuyeckuu rpys padoTtaroLwien MbiLlLbl
(nakTaTt) nepenaeTtcs B neYeHb, rge COOTHOLUEHUEe
HAOH/HAL' HUXe, YeM B COKpaLwjaloLlencs mMbillle

MbiLULbI KPOBb MEYEHDb

rMOKO3a<«—<«—TINIKo3a«—<«—TINoKo3a
2JIuKosnu3 2JIIDKOHeOo2eHe3
7| nakKkrat —— nakraTt —— nakrart}

B mbiwgax HeT MMoko30-6-chochaTasbl, MO3ITOMY IFMIUKOreH,
pacnagarowmnca B MMoLUTax, MCNoSib3YKT TONIbKO OHU CaMMu,

T.K. hocchopunupoBaHHas rnOKoO3a He MOXET BbINTU U3 KNETKN



VNCTOUYHUKMU IMIIOKOHeOoreHe3a - TornbKo
rMUKOreHHbleé aMUHOKUCHOTDI
B nupyBaTt — ana, cep, umc, rmu

BONbLWMHCTBO aMUHOKMUCIIOT NpeobpasyeTcs B
MPOMEXYTOYHbIE NMPOAYKThI LuKIia Kpebca:

B okcanoauerart unu cpymapart — acn, acH

B dbymapaTt — aMUHOKMCNOThI
TUP, beH, Tpe, Ban, MeT, une,
rmu, Nnpo, apr, rmny, rnH, rMc

AHannepoTtnyeckue peakumm — peakuum ong
nononHeHns konunyectea metabonutoB B LITK



30% aMMHOKUCIIOT, MOCTYNAarLWMX B Ne4YeHb —

dJ1aHUH

Brnonornyeckmnm cmbicn rrnOKoO30-ariaHMHOBOIO
LUMKSIia — TPpaHCNOPT aMUNHHOIO a30Ta U3 MbILIL,
U npeaoorBpalieHne nakroaumnnosa

Mbiwua
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Ctaguu npeBpalweHna nupyBaTa
B hocchoeHonNNupyBaT
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npouecc NHIT o6paTHbLIN MUKONN3Y, Ho B
MecTax 3-X HeobpaTUMbIX peakLnin UCNONb3YTCS
4 0O0xoaHbIX hepMeHTa:

PepMeHTbI PepMEHTLI

HeobpaTuMbIx )  (06xoaH bIX jpeakumit

peakuuu rinukonmnsa rrroKoHeoreHesa
1 FekcoknHasza “—— 4 [oKko30-6-cbocdaTtasa
2 GocdhodpykTokMHaza<3 PpykTo30-1,6-bndcdocdartasa

3 MupyBaTknHaza «=— 2 ®occhoaHONNMpyBaT-
kKapbokcuknHasza, OA—OEIT

1 MNupyBaTkapbokcunasa,
[MIBK—OA
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CVHTEe3 MIoKo3bl
B pe3ynbTaTe rMoKoHeoreHesa

3HeprosaBMcuUMm

[1pn cuHTE3Ee 1 rMIoKO3bl U3 2 NakTaToB
nakrtar + nakrat — 1 monekyna rmOKO3bl

pacxopnyetca aHeprma 4 ATOn 21 To
* NMpyBaTkapbokcunasa — 2 ATO,
* doocdoeHonnupyBaTkapbokcnkmHasa — 2 ' TP

* Ha 3Tarne obpaTMMon KNHaA3HOW peaKkLnm
rMUKONM3a npu rroKoHeoreHese NOET yxe
He obpa3oBaHue, a pacxog AT — 2 ATO



AJPOBHbIE NMPOLECCHI
yrneBoagHoro oomeHa

NMpsasmon — neHTo30hochaTHLIN NYThb,

Henpsamown — nepeknroyeHue rnmkonunsa
Ha ypOBHe nupyBaTa Ha obLwyue
a’3poOHbLIe NyTn KaTabonnama



* [1pu pacnage rMMKoreHa oceoboxaarLmncs
rnoko3o0-1-cbocdat (IM'-1-P), bochornrokomyTtasa
npespaiwaet B [ -6-P

e CBOOOAHAA MIOKO3a KPOBW, nonagas B KIeTKy,
cdocopunupyercsa Toxe go I -6-P

[nvkoreH €—| T-1-O «— —> | I'moKOHONAKTOH (TIEHT030-
(meTOHUPOBAHME) docaTHbIHA MyTh)




[lyTn ncnonb3osaHus rnOKo30-6-@

1) [N-6-® moXeT pacnagaTbCs B NpoLecce rmukonmnsa u
CIY>XUTb UICTOYHUKOM SHEPrn Ang KIeTok

2) [N-6-® MOXET B nevyeHn NnpeBpaTUTLCS B CBODOAHYIO
[TIFOKO3Y - rMIKOHeoreHes

3) N-6-® MmoXxeT nogBepraTbCs MNPAMOMY OKUCIIEHUIO B
neHTo30docdaTHOM NyTU

4) n3bbITok [M-6-O MOXET NpeBpaTUTLCS B IMIOKO30-1-O,
nariee — CUHTES3 IrMuKkoreHa (aeno 3aHepreTnYecKnx

cybcTpaTtos)
5) Ha apyrue cuHTtesbl (I'Al, rMUKONPOTENHDI. . .)



[leHTO30CpOCKhaTHLIN NYTb

[Opyrve Ha3BaHuUA:

NEeHTO3HbIN WYHT (UNKU UUKN)

rekcosomoHodocdaTHbIN NYTb
docchornroKoOHaTHbLIN OKUCTIUTENbHbLIN NYTb
anoToMMn4YecKunm («yceKHoBeHue rnaBbi») NyTb

Bce 3T Ha3BaHUA UMeloT paBHOE 3Ha4YeHue

e [1PI1 HTEHCUBHO NAeT B ceTyaTKe rnasa,
aputTpouunTax, neuKkountax, KOpKoOBomM Be-
LecTBe Haano4Ye4yHMKOB, criepmaro3onaax,
NaKTUPYHOLLEen MONTOYHOU Xene3e.



Ponb MN®MN: cuHTEe3 NeHTo3 u HAOQ®H
B npouecce OKUCJrieHnA rnrKo3bl.

 Bo3HuKaeT Ka4yeCTBEHHO HOBbIU

TN MeTabonnyYecKon aHepruu -
BoccTaHoBUTenbHaa cnocobHoct (HAOPH),
Korga 4acCTb J3J1IeKTPOHOB U MOHOB BOAOpPOAA

HanpsiMmyro Mcnosb3yeTcsa Anst OMoCUHTE30B,
a He nepeHocuTtcs Ha O, ¢ obpasoBaHuem H,O u AT®.

e HAO®PH - nerkonocTynHbIN UCTOYHUK TaKUX
BOCCTaHOBUTESIbHbIX 3KBUBaJfieHTOB B KIleTKax.
T.e. B HAO®H akkymynupoBaHa aHeprus
Ansi BOCCTaHOBUTENbHbLIX OMOCUHTE30B

Bce npoueccol NPl npoTeKkaroT B LUTO30ME KNEeTKU U
TECHO CBfi3aHbl C CUHTE30M XUPHbLIX KUCIIOT,
xoriectepora, CctTepouaHbIX rOPMOHOB U T.4. (XKnpoBas
TKaHb, MNOJIOBbLIE XeJle3bl, HAANOYe4YHUKW)



Cxema neHTo30¢poccharHoOro Nyt OKNUCIIeHUs rimroKo3bl
6 MNokoaon-6-gocdar
6 HALID
B HALIMDH + H'
6 DocPOrNKOHO-5-NAKTOH

ke H.O

6 ®ochorMoKoHaT

6 HANDY
6 CO. 6 HAJIOH + H'

6 Pnéynoso 5-pocdar

2 PnGoso- SL'¢°°¢37 2 Kcunynoso-5-docdat

\ 2 )
2 CenorenmoaoL-T-q)occba‘r 2 Muuepansnerun-3-pocdar

] A
2 prxroao-’s-tpoocbar 2 3pu7poao-4-¢oc¢m—t-#
Y
-6- -B- -3-
2 F'mokozo-6-gocdart 2 @pyn?ao 6-pocpar 2 rnwgruerm 3

2 I'mokozo-6-pochat mpmoao;G-ﬁnczbocMT
P

®dpyxrozo-6-docdar

I Moko3o-6-dpocdar




MNPl cocTouT ns 2 cragun(BeTBen)

I-a ctagna OKUCJTNTEJTbHAA, ee ponb:

1) reHepauua HAO®PH + H* -
BOCCTAaHOBUTESIbHbIE€ 3KBUBAJEHTbI, KOTOpPbIe
NCNonb3ylTCcH Kak aoHop H' u é npwu
BOCCTAaHOBUTENIbHbIX OMOCUHTE3AX

2) CUHTE3 pUOO3bI —
HY)XXHa Ansa cuHTte3a KoA, HAL, ®AL, ATO,
Hykneotnaos [HK, PHK



H

CH;0H 'H0 —F—OH ¢H0 —F—OH
Q
H
ZCKCOKUHAIA an—6—D— aezuapozexam% H
HAD® — HAO®H +H OH H O

OH 8] OH T OH\ |
H OH H OH H OH
I'moxosa I'moxos0-6-docdhar

6-chochornoKOHONAKTOH

H

H— g—()H O\ i 4
@ H—C — OH C
(')—C +—H
CHHO H,0 :j 6 — D — anroKoHam — aea‘uépoeexas'a =0 < 1 sl ool
HAI® — HATIPH + H ; U@ LIOMEP A
AAKMOHAIA H-— ( — OH Hesde o —4+—0OH
|
H—C—OH H=th T
| i
CH,~0—D CH,0-P CH,0-P

6-chochorntokoHaTr pubyno3o-5-® pun6030-5-®



2-a ctaagua HEOKUCJIUTEJIbHAA -

1) noeTt nepeHoc (bepmeHTbI - TpaHc(epasbl)
2-yrnepoaHoro KOMMOHeHTa -CO-CH20H
TPaHCKeToNna3oun

3-yrnepogHoro KOMrNnoHeHTa -HOCH-CO-CH20H
TpaHcanbOoa30u

2) pabotaeT anumMmepa3sa (Kknacc - usomepasbl)

OOpa3syroTcs pa3Hble caxapa
C KOJNIM4eCTBOM YyrnepoaHbiX aToOMOB
or3a07

CnepoBaTtenbHo, 3toT 3Tan [NPI1 o6ecneunBaer
B3aumMonpesBpawieHue 3-, 4-, 5-, 6:, 7-yrnepo.qH|3|x
caxapoB (CUCTeMa CTPYKTYPHOU NepecTpPOnNKH)



MeHTOo30d0oCchaTHbIM NYTh NPeBpaLleHns YrnesonoB

Peakupm MepmeHTbI

C OkncnutenbHas BeTBb
mokozo0-6-B + HALD — b6-cboccorntokoHonakToH + [-6-MD-pernpporeHasa
+ HAO® - H,
é-cpocchormokoHonaktod + H,O — 6-cbocdormtokoHar + JlakToHasa
+ H*

6-cbocchormmokoHatr + HAAD — pmubynoso-5-pocar + 6-cpocdornokoHar-
+ CO,+ HAO® -H, nernpporeHasa
C:Iemsugn_menbuan ne@
Pubynoso-5-cboccpar —*piHboso-5-cpocdiar NMeHTO30dOCHhat
L\ M3omepasa et
Pubynoso-5-cpocpar — kcunynoszo-5-cbocdpar NMeHTO30dOCHhaT-
| ernMmepasa
Kcunynoso-5-cbocar + pubozo-5-cpocpar — TpaHckeTonasa
— ceporenrtynoso-/-thoccbar + rmuepancaer@i-3-coc-
dar

Ceporentynoso-/-coocpar + rmmuepanbaerma-3-cpocdar

— dopykTO30-6-chocdar + 3puTposa-4-cpbocdar

Kcunynosa-5-cboccar + spurposo-4-cbochar — TpaHckeTonasa
— dpykTo30-6-dboccar + rmmuepanbaerng-3-cgocdar

KOoHeYHbIN NPOoAYKT nepecTpoeKk HeOKUCNNTerIbHOU BEeTBU — rnmoKo30-6-®



Ona cUHTe30B KneTtkam HyXHo mHoro HALJ®PH,
a pnbo3bl ANA BKNIOYEHUA B HYKNeoTuAabl U
HYKINeMHOBbIE KUCIOTbl TpedyeTcs ropa3go MeHblue,

NO3TOMY

ponb ll-n HeoKncnutTenbHOWU seteu MNO[T

1) Uanuwek pu6030-5-ch nepeknrovéH Ha
pecuHTe3 boree HYXXHOro rMOKO30-6-D.

2) Yepes NpoMexyToUHbIE NPOAYKTHI
(rmyuepanbaernp-3-P, ppykT030-6-P)
MOET nepekrryYeHne Ha peakumm
rnukonu3sal/rrnroKkoHeoreHesa



CymmapHble peakuuu MOl

e |-a ctagua (c obpazoBaHnemM pnbo3bl):
I noko30-6-® + 2HAOP

l

pu6030-5-® + CO:2 + 2HAOQPH

e O0Ge cTaauu (B criy4yae nepeknovYeHns
Ha peCUHTE3 rMKo3bl U3 pnbo3bl):

6 [ nroko30-6-® + 12HAQD

l
5 mwko30-6-P + 6CO2 + 12HAODH

U3 6 monekyn Mn-6-P, noctynarowmx B NPI1, B xone
otwenneHuna 6 CO, un cuHTtesa 12 HAOQ®H cropaet
1 Monekyna rnroKo3bl, a octanbHble 5 monekyn n-6-O

obOpa3syroTcAa cHoBa



MIOKYPOHOBbLIN NYThb

((nyTb YPOHOBbIX KUCJTOT» UOET B NeYeHU N KneTkax coeaANHUTENIbHON TKaHMW.

[MepBbin aTan (4o cnHTe3a YOP-rntoko3bl) coBnagaeT C peakumaMmn cuHTe3a rmukoreHa, a
3aKMYNTENbHLIN 3Tan (0T KCUIynoso-5- ao rm-6-g) — ¢ HeokncnuTenbHbiM 3Tanom MNerT.

L-kcunynosa -—D-kcunynosa Keunurton

CO. Kcunynoso-5-® M®"  rpn-6-¢ —YOd-rn A —HARH | yAd-rniokypoHoBas K-Ta

2

3-KeTorynoHoBas KMlﬂOTa<— NynoHoBas kucnora _ AR —HAIOH Fraiokyponosas kucnora

AckopOuHOBas Kucnora i

3HayeHue nyTu:

1.06pa3oBaHMe aKTUBMPOBAHHOIO rMOKypoHarta. B renatoumtax YOP-rnokypoHaT NCnonb3yeTcd B
obesBpexnBaHMm (peakumm KoHboraummn ¢ bunmpyburuHom, npogykramu rHneHmst 6enkoB, nekapcTeamm
n ap.). B dombpobnacrax YOP-rntokypoHaT MOAET HA CUHTES reTeponosnimcaxapmaos (rmanypoHoBas
KMcnoTa, XOHAPOUTUHCYNbMAT, AepmMaTaHcynbgart, renapuH).

2.[lononHuTenbHbIN NCTOYHUK NEHTO3.
3.MyTb BKIOYEHUA NULLEBOro KCUnuTona B Metadbonusam.

4.lMocTaBnAeT ryyioHOBYH KUCJIOTY Ha CUHTE3 ackopbaTa y MHOrMX BUAOB XXUBOTHbIX OpraHU3mMoB.
AckopbaT CUMHTE3MpPYETCA U3 ryrIOHOBOW KMCMOTbI C y4acTneM AByX cneumdunyeckmnx epMeHTOB.
OauH 13 3TUX PepMeHTOB OTCYTCTBYET Y YenoBeka, BbICLUMX NPUMaToB, MOPCKOW CBMHKN U MHOWUWCKOW
netyyen mbiwu. Noatomy ackopbaT He CUHTE3NPYETCA U AOSMKEH NOCTYNaTb C NULLEN.



[ eHeTn4yeckast HegoCTaTOYHOCTb
rMoOKo30-6@D-gerngporeHasbl - NpuymHa
NeKapCcTBEHHbIX rEMOSIUTUYECKNX aHEMUN

* Y atux ntogen B 10 pas MeHbLLUE aKTUBHOCTb (pepMeHTa U Pe3KOo
cHmxeHo konnyectso HA®PH B aputpouuntax, rae

NPl — ero egnHcTBEHHBIM UcTOYHUK. HA®H nogoepxuBaet

ypoBeHb SH-rnytaTmoHa, 3awmuiatonero MembpaHsbl
SPUTPOLINTOB OT NEPEKUCEN.

* [1pu npueme npenapaToB C OKCUAAHTHbIM 3JEKTOM (aCnNUPUH,
NpOoTUBOMANAPUNHBIE...):
- PE3KO CHUXKAETCS YPOBEHb reMorrobunHa,
- UOET paspyLleHne 3puTpoLnTOB,
- BO3HMKAET reMosinTnyeckasa xentyxa.



CuHapom BepHuke-KopcakoBa

e Y Takux nogeu reHeTu4eCKku CHMXeHoO CPoACTBO
TpaHcKeTona3bl K ButamuHy B1 B 10 pa3, um
HeobxoAMM NOBbLIWEHHbIW YPOBEHb TUAMMHA B
pauuoHe nutaHuda. Tnammuandocdar (TN,
KOKapbokcunasa) kak KopepmMeHT TpaHCKeTonasbl U
AekKapo6okcunas yyactByeT B OKUCIIUTESIbHOM
AekapookcunmposaHun n nepeHoce COO

BaxHo! — B aetokcukauum NBK

e CMHOPOM TaKXe pa3BMBaETCA:
® Y HEKOTOPOro YMcrsia ankorosimkons
e Y NUL C ANUTESNIbHbIM HapyLUeHUueMm
cbanaHCMpoOBaHHOCTU NMUTAHUA



[nioko3a

§ BknroyeHue yrneeBoaoB B oduime
Y a’3poOHbLIe NyTn KaTadbonuama
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o Oxcanoauerar (C4) Uwurpar (Cg)

v

» Monousas kncnota

B aHa3pPOOHbIX YCIIOBUSAX

3-®l'A moxeT npeBpaTUThLCA

B NMpyBaT u fanee B nakrar
(rmMkonuTUYeckaa okcupeayKuus
HAL*/HAOH)

B a3pOOHbIX YCNOBUAX
cpoacteo HAQH k O2 BbIWwe,

yem K nupyBaTy, NO3TOMY ANnS
CUHTEe3a NaKkrtaTta HeT LWaHCOB, U
HAOH naéT B AbIXxaTesibHYHO Uenb,
rae H okucnsirorcsa go

H20 c o6pa3oBaHnem AT®, a
nupyBaT MAET Nno nyTn
OKUCNUTEeNnbHOro
AeKapOboKcunmpoBaHus

B NAIN-komMmnnekce u ganbHenLwero
pacnaga B LTK, Takke BbicTynas
B KayecTBe UctouHuka AT®O



NMnpyBaToernaporeHasHbIN KOMMJIEKC

e 3 dhepMeHTa:
nupyBatoermgporeHasa,
agervnaponunounavdeTunTpaHcdgepasa,
aurngponunonnaervgporeHasa

e 5 KopepMeHTOB:
B1 - TnammHnupodocdart(Trd,kokapbokcmnnasa)
N - nunoesas kncnora(JIK—S),
B3 - SH-k03H31M A,
B2 - gonasnHageHunHgnnykneotug (PAL),
Bs - HUkoTnHammpageHnnannykneotua (HAOQ™)
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IlupyBaraeruaporeHasHblii KOMILIEKC
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Obpa3oBaHue auetTunn~KoA n3 NBK -
KIHo4YeBON HeobpaTumMbIn 3Tan metabdbonuama

XXuBOTHbIE He MOryT npeBpawartb aueTurn~KoA obpaTHO B rMIOKO3Y.
C 3TM cBfizaHa HEBO3MOXHOCTb NMpeobpa3oBaHUA XUPOB B MTHOKO3Y.

e CymMmmMmapHas peakuusa szammonencTems
NArN-komnnekca c nmpyeBaTomMm:

-

CH,—C{Coop~+HS—KoA + HAI"

I :
0 l NAl - komnnekc:

3 chepmeHTa + 5 KOhepMeHTOB

CH,-C-SKoA + HAJIH) +(CO,
I

O
auetun~KoA




perynsauusa aktTuBHocTu NAOr-komnnekca

1. UHrmMbmnpoBaHue npoayKkramum peakuum.
Auetnn~KoA n HAOH (npoayktbl okucneHus MNBK)
MHUIMONPYIOT hepPMEHTHbIN KOMNJIEKC. MHrM6MpOBaHMe
obpaTtumo, cHumaetcsi usbbitkom KoA n HAQ"

2. Perynauma Hykneotngamm (npuHumn o6paTHON CBA3M)
AKTUBHOCTb (pepMEHTHOIro KOMMJieKca perynmpyeTcs

3HepreTMYecKUm 3apagom: uHrnonpyertca IN'Td, aktneupyertcs
AMO

AKTUBHOCTb KOMIJIEKCa CHUXXAeTCH, Koraa KreTtka
Oorata nerkogoCcTtynHoOu aHepruen

3. Perynsauusa nyteM KoBanieHTHOU Moandukaumu.

Komnnekc nHakrusupyetca npu doocchopunmpoBaHum mn
BHOBb aKTUBUpYeTcA npu aedoccopunnpoBaHum

4. Perynsuma ropMoHamMu.

UHcynuH akTuBUpyeT npouecc obpasoBaHua auetun~KoA
u3 NBK



Bunonornyeckasa ponb OKUCNINTENbHOIo

aexkapookcunupoBaHusa NBK
onpepenseTcsd TeM, Kakou oyaeT garnbHeu-
las cyab6a npoayKToB 3TOro npouecca:

HALH moxeT reHepupoBath aHepruto
1 HAQH = obpa3oBaHue 3 ATO

Auetun~KoA nocrynaer:

1) Ha CUHTEe3 NUNNAO0B, KETOHOBLIX TEJ

2) B cuctemy UTK—abix.uens MX, rge cro-
paet Ao 2 CO, c obpasoBaHuem 12 AT®



Ona 3anycka LUTK HeoOxoanm
«KaTanusaTtop» oKcanoauetar
CuHTe3 oKcanoauertara
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2) okucnutenbHoe gesamuHunpoBsaHue ACII
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LiInkn TpuKapOOHOBLIX KUCIIOT

(SUMKI IMMOHHON KUCNOTHI,
=umkn Kpebca)

[laHCc Kpebc — naypeat HobeneBckon
npemun 1953 r

e Peakuuun UTK npoTtekatoT
B MaTPUKce MUTOXOHAPUN

e LUITK cocTounT n3a 8 nocnegoBaTeribHbIX
depmMeHTaTUBHLIX 3TanoB (10 peakuun)
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Cxema peakumm
LMKIIA TPUKAPOOHOBLIX KMCHOT

oo~  NADH+H' 000" auerh-CoA (|300' Ho GO0 H,0
H,0 H,C. ..C00"
i C-0 ¥—» HoccooL ¢
% b w S B 1 o 8
€00 NAD' C00 COO 900°
000" manar okcanoauerar uuTpar YuC-aKoHuTar CH,
6 H-(F-COO'
"00C""H HO-C-H
hywapar GOP _ CoASH _ €00~
000" P c00 NAD* 00 GO0 u3ouuTpar
: CH, CH, CH 4
(?Hz 7 | 6 i 5 " é oG- :
U A - A - A S
C00"  GTP ¥ CO 5 co @ ,
2 CoA-SH éCoA NADH i H* éOO' : C00~  NADH+H

CyKuuHar cykumHun-CoA (i-keTornyTapar OKCanocykuuHar



1 atan UTK: cMHTe3 ynutpara (stan Heobpatum)

1) peakumsa koHgeHcauun AUETUN~SKoA 1 OKCAJTOALIETATA B
LIMTPAT uutpatcudTasoun (VI knacc, ¢ 3atpaton ~ cea3n Ac~KoA)

&
COOH N\ OH
| " C==0 UMTpaTCUHTa3a +H,0 -
Z _COOH x & COOH
VL CH C ~
. g CoASH 0
auetun-CoA COOH CH, CH,
OKCanoauetar
(o b B rpar
LLLaBENeBOYKCYCHasa KucroTa HnTp AMMOHHAS KMCOTa
Cybcerpart — aueTunCoA u okcanoauerar Perynsauus -
MpoaykT — uutpar n CoASH aktusatopsl LYK, nHcynux, Butamun [,
PepMeHT — uuTpaTcuHTasa nHmouTopsl ATP, uutpar, cyKunHunCoA,
KodpepmeHT — HeT XKUPHbIE KNCIOTbI

OHepreTuyeckas acppeKTMBHOCTb — HET
MexaHuam obpazoBaHusa ATP — Her



2 atan UTK: nsomepusaumsa umtpara (2,3 peakumm)

2) umc-akoHuTasa yaansiet H,O ¢ obpasoBaHneM npomexy-
TOYHOMN LMC-aKOHUTOBOWU OOPMbl IMMOHHOW KUCIOTHI.

3) thepmeHT BHOBb NpucoeauHsieT H,O Kk umc-akoHuTaTy 1
nonyvyaetca n3ouuTtpart

AETHAPATALIAA I'HAPATALIUSA
COOH COOH COOH
CH, CH, CH,
COOH -H,0 +
- - - . c o , S

T~oH aKoHMTa3a c—eae aKOHWTa3a C—COOH

CH, CH CH

COOH COOH COOH
uuTpar cis-aKoHuTar nsoumuTpar
CybcTtpar — uuTpar JHepreTnyeckas a(ppeKTMBHOCTb — HET
MpoaykT — ugouutpar MexaHuam obpazosaHusa AT® — HeT
PepMeHT — akoHUTasa Perynauusa - HeT

KodchepmeHT — HeT



3 atan UTK: okucnutenbHoe aekapoboKkcunmpo-

BaHuMe U3ouuTpara (4,5 peakuun)
doepMeHT nsouuTpartaerngporeHasa

4) nony4yenmne HAOH+H"
IT0 nepBas penokc-peakumsa UTK
5) NPOMEXYTOYHbIN NPOAYKT OKCANOCYKUMHAT

obicTpo TepsieT CO,, (skenBaneHTHO yaanexuo 1-ro atoma
C, noctynuewero B LITK B coctase CH,CO~SKoA)

1 nonyyaetcs anbda-KetTornyrapar

3 aTan HeoOpaTm! CKOpPOCTb perynmpyeTcs NnyTem

U3MeHeHUAa akTUBHOCTM ansocrtepuyeckoro hepmeHTa
nsouuTpaTaermgporeHasbl



COOH

CH,

C-0O

COOH
nsoumTpar

COOH COOH
CH, CH,
n3ouutTpargerngporeHasa _
HC —COOH % _\E; HC—COOH CH.
HAA HAA CO,
+ =0 (npsmoe C=0
AbIXaTeNbHaNA yens CO6H AekapbokcuanposaHue) SR
140 oKcanocykKuuHar a-KeTornyTtapar

2
3ATO, H,0

CybcTtpar — uzoumtpar
MpoaykT — a-ketornyrapar
PepMeHT — uzouuTpargerngporeHasa
Kodhepment — HAL
OHepreTuyeckasi adphekTuBHoCTb — 3 ATP
MexaHuam obpazoBaHus AT® — okucnurenoHoe chocopunuposaHue
Perynsauusa - aktusatopbl AP, Mg?*, Mn2* ;
nurnéutopel HAJH,, napatropmoH



4 stan UTK: okucnutenbHoe aekapobokcunupo-
BaHue a-KeTornyTtapara (6 peakuus)

6) npouecc okncnnTensHoro AekapBoKCUIMPOBAHUS
O-KeTornyrtaparta KatanusupyeTt MynbTUEPMEHTHbIN
a-KeTornytapar-gernaporeHa3sHbi KOMMJIEKC,
CXOHbIN MO CTPOEHUD N MEXaHN3MY OENCTBUSA C NUpyBaT-
gerngporeHasHblM Komnnekcom (3 doepmMmeHTa 1 5 Kodpep-

meHToB — TO®, nunoamuna, HSKoA, ®A, HALY).

NTorom pabotbl kKomnnekca siensietca nonyvyeHne HAOH+H"
CnepoBartenbHoO, 3TO 2-as penokc-peakums LTK.
HALOH voet B abixatensHyto uenb MX.

Mpu paboTe Komnnekca obpasytotcsa: 1) CYKUMHUII~KoA

2) CO,, (axkBMBaneHTHO yaaneHuio 2-ro atoma yrnepoaa,
noctynuswero B LITK B coctaBe CH,CO~SKoA)



4 3Tan U,TK 6 peaKkuus a-ketornyrtapartoermgporeHasHas

(KpaTKO KOMIMEeKC Ha3blBakOT A-KeTOoMyTapartgaermgporeHa3a um KoE He yKa3bIBaI-OT)

COOH Y v | COOH

| TA®, HAZA, CoAS

CH, CH,

>
CH, CH
s« O
Cam0 co, \ ce
(okHMcnuTensHoe HAA ‘\)SCOA

COO0 AekapbokeuauposaHie) CYKLI,VIHIM'I-COA

a-Kervornyrapar *

AblXaTesibHasa yenb

140,

3ATO, H,0
CybcTpar — a-ketornyrapar
MpoaykT — cykumHnnCoA, CO,
depmeHT — a-KeTornyTapataekapbokcunasa, cykumHunTpaHcdepasa,
avrnaponunoungernaporeHasa

KodbepmenT — HAL, AL, TOP, CoASH, amug nunoeson KUCNoThbl
OHepreTuyeckas acppekTusHocTb — 3 ATP

MexaHuam obpazosanus ATP — okucnutenbHoe occopunupoBaHue



5 aTtan UTK: nonyyeHue cyKuuHara -

(7 peaKLl,I/IFI), CYKUMHATTUOKUHA3HAaA peaKuus
rierko obparuma.
7) CykumHun~KoA B cyKuuHaT npeBpalaeT (pepMeHT
cyKuuHun~KoA-cuHTeTasa (Mnv CyKUMHaAaTTUOKMHA3a,
wnu cykumHat:HKoA-nvrasa (FMMe-IrAeo+a9)).

v' 3710 - eanHcTBEHHaa ctagus LITK, B xoae KOTOpOW reHepupyeTcs

BbICOKO3HepreTmnyeckas pocdarHasa cBsA3b Ha CybCTPaTHOM YPOBHE;

v' 3710 peakuyms cybcTpaTtHoro pocchopunmpoBaHums.

Upet pochopunmupoBaHue ryaHosmHaundgocdara.
Hanee dpocchopunbHana rpynna 'T® noa BnusHMem
depmeHTa HyKneo3nagudgocdaTkuHa3bl Nerko

nepeHocutca Ha AP c obpa3zoBaHuem ATO.



COOH

CH

2

CH,

0o
c?

Vscoa

cykuuHun-CoA

+TA® +H,PO,

CYKUUHATTUOKUHa3a

>

COOH

CH

2

+I'TO + CoASH
CH,

COOH
CyKUuHaT

To +AAD HykneosuaaugocdgarkmHasg FAD + ATO

Cybcrpar — cykumHunCoA, H,PO, , IO
MpogykT — cykyuHar, TP, CoASH
PepMeHT — CyKUMHaATTUOKNHA3a
KochepmeHT — HeT
OHepreTuyeckasa acpdekTusHocTb — 1 AT
MexaHuam obpasopaHua AT® — cybctpatHoe hocchopunuposaHue
Perynauusa - HeTt



OOpa3oBaHue BbICOKO3HepreTnyeckon doc-

datHon cBaA3n [TD n3s cykumHun~KoA — ectb
npumep cybcmpamHoz2o pocdhopunnmpoBaHus.

JTO eanHcTBeHHan peakuma UTK, Beaywas K
oOpa3oBaHUIO BbICOKO3IHepreTnvyeckou cdocoar-
HOU CBSA3M HENOCPEeACTBEHHO 3a CYET IHepruu
cyocTtpaTta ~.

B npoTMBONONOXHOCTbL 3TOU peakunum odpaso-
BaHue AT® npu okucneHnu H, pocraBnsiemoro
HAOH n ®AH2, nponcxoguTt onocpeaoBaHHO
N TpebyeT yyacTua abixaTtesribHOM Lenuv no TpaH-
cnopty H (H*, é) kK kKoHeuHoMy akuenTopy 20,
(okucnnumenbHoe chochopunmupoBaHue).




BTOPASA CTAIUS IIUKJIA TPUKAPBOHOBBIX KHCJIOT:
(PETEHEPUPOBAHME OKCAJIOAIIETATA)

6. 7. 8.
COO cooO (ofelo) HAOH COO
Al ®A0H, H,O HAOQ® +H'
CH, C—H \)HO—C—H C=0
\\/ | \j
COO COO COO COO
CYKUUHAT OYMAPAT MANAT OKCANOALIETAT
6 3Tal - QKUCIEHMS (CYKIIMHAT-AETHIPOTEHA3A)
7 3Tall - THAPATAIIUN (PYMAPA3A)

8 aTan - QKMCJIEHHS (MAJIAT - AETHAPOI'EHA3A)



6 atan UTK: nonyyeHue cykumHara (8 peakuus),
3-9 pegoKc-peakuuna, cykumHat:@ALl-okcnoopenykrasa

COOH COOH
CH2 CYKuunHatTaermgporeHasa CH
-
CH, r\ H(L
QAL OAA
COOH ' COOH
CyKUMHAT Abtxarenulan yens d)ymapaT
120,
CybcTpar — cyKkuuHar *
MpoaykT — chymapar 2ATO, H,0

PepMeHT — cyKUuMHaTaernaporeHasa

KochepmeHT — PAL]

OHepreTuyeckas achhekTMBHOCTL — 2 ATO

MexaHuam obpazosaHusa ATP — okucnutenoHoe docchopunuposaHune
Perynsuus - Het  UHrmbutop: LYK n CykunHnn—KoA.



7 atan UTK: nony4yeHne manara (16no4Hoi KACNoThl)
(9 peakums), dymapasa rugpatupyet C=C cBA3sb

COOH COOH
CH CH
y dpymapasa .
HC CH,
COOH COOH
dymapar manar

CybcrtpaTt — dhymapar, Boga

[MpoaykT — manar

PepmeHT —hymapasa

KochepMeHT — HeT

OHepreTuyeckas appeKTuBHOCTb — HET
MexaHuam obpazoBaHust ATP — HeT
Perynauus - HeT



8 atan UTK: okucneHne manara go OA(10 peakuyms),
4-4 pegoKc-peaKkuund, manar:HAL-okcngopenykrasa

COOH COOH
co ManataernjporeHasa C=0
CH, / \ CH,
HAA HAZ
COOH | COOH
Manart Ab[xa.renb“;ﬂ yens OKCasioauerarT
%*oz
3ATO, H,O

Cy6cTtpar — manar

MpoaykT — okcanoaueTar (LWaseneBoykcycHasa kucnota, LLYK)
PepMeHT — manaragerngporeHasa

KocdepmeHnt — HALQ

OHepreTuyeckas apdekTMBHoCTb — 3 AT

MexaHuam obpazosaHusa ATP — okucnurenbHoe coccopunupoBaHume

Perynsiuus - aktusatop HAL, unru6utop HAQH,



CymmapHoe ypaBHeHue LUTK:

CH,CO~SKoA +T'® + H,PO, +
3HAQ* + ®AL + 2H O

4

HSKoA + 2CO_+ I'T® + 3HAH + ®PA[H:>

KpaTtko: CH,COOH + 2H,0 — 2CO,, + 8H,
T.e. UOET AerngpupoBaHue auertarTa
c obpasosaHuem 2CO, u 4-x nap H*

Mpu cropanuu B LUTK 1 monekynbl Auetun-KoA
obpa3syetca 12 monekyn AT
npu yvyactuun e-tpaHcnoptHou uenm MX



[MoacueT 3HepreTukm UTK
B LUTK 3a 1 uukn cropaet 1lauetun~KoA

* npu 3TOM obpa3syrorca 3 monekynbl HAQJH n
1 monekyna ®A[H,

39T BOCCTAaHOBUTENbHbIE 3KBUBaneHTbl NnepeaarTcs
B AbIXaTeNbHYI €-TPaHCMOPTHYIO Lernb BHYTPEHHEW
MeMOpaHbl MUTOXOHAPUN, rAe uaeT oobpasoBaHue u3

kaxgon HALOH 3-x monekyn AT® (3x3 = 9ATD),
kaxgon ®ALH, 2-x monekyn AT® (1x2 = 2ATD)

 Euwe ogovH BbICOKO3HepreTnyeckuu choccat nponsso-
AUTCA Ha cyb6CcTpaTHOM YPOBHE NpU NnpeBpaLleHuin

cykumHun~KoA B cykumHat (1I'T® — 1ATD).

Takmm obpa3om, us 1 auetuna 3a 1 kpyr UITK obpa3syercs

12 monekyn AT®P




Ponb aAbixatenbHou uenu MX: cuHte3 ATO
3a cyeT okucneHus H no BoAabI

HUKOTUHaAMWA-d ACHWUH-AWHYKNEOTUA NH, ATOM BOHOPOHA H= H.|. +é

Neo 7 HALQ® n ®Al nepeHocAT aTombl H
CONH N
2 </ || u3 UTK B gbixatenbHyto uenb MX
H H
O-E-O-?FI’-O i N e CONHz 4 oy ’CONHE
0 Ll_)H (II)H O\I D ‘ e — |
-2H
N _—
8
HO  HO OH OH NAD+, NADP+ NADH, NADPH
NH,
/
wong o g 4L
H,C—CH-CH—CH—CH—-0—P—0—P -0
2 T
H,C S =0
| FAD
NH OH OH

H 0 ¢onaBuUH-ageHUH-AUHYKNeoTUa



Komnnekc | Komnnekc Il Komnnekc IV Komnnekc V

S —" =y N
4H' 4H' 2H" 3
, Cant k"

- — = T

KOMILIEKC
11

;_/

ATO-
CUHTasa

7 4H'
HI_\EH—-)HALI" ®AL0H, ®AN 3A0P + 3 Pi
+ H*

KoMnoHeHTs! ApIXaTeNbHOM Lenu — pepMeHTaTuBHbIe KoMIuIeKCeH! (I-1V)

FADH,
B (pnaBonpoTenHax

QHy unToXpom-c— M-C—
2" UNTOXPOM-C UuT. ¢ UnToxpom-c- 02

NADH—> peayKTasa - okcupasa

— ) —



Komnaekc Il (Cyxyuram-KoQ pedyxkma3a)
mnan CAr

| Intermembrane e Komnnaexc |l COAEPXKNT
Complex 11 space

_gE— ' FAD n 7-8 Fe-S benkoe e
3 KnacTepax

e Komnnaekc Il CATI,
OAHOBPEMEHHO BEepPMEHT
LITK u uHTErpanbHbiu
6enoK BHYTpPEHHEN
membpaHbl Mx

L e Macca CAl ot 100 go 140
‘ ¥ kD

Succinate Funmarate



HAD?-3aBucumble gerngporeHassbl (B dpopme HADH+H") nepeaaror
3Hepruio B Buae H n é Ha ®MH, 3abupas ns okpyxawuen cpeabl

NH,

HO HO OH OH
0H ?H ?H OH
2(: CH—CH—CH —CH O—IPl—OH
Q 0
j;f cbnaBm-l-
MOHOHYKNeoTHUs
|
H3co—(ﬁ/ SC-CH, cH,
|
H3CO—-C\C/C—— (CH,—CH=C—CH,),,—H

I
0

Oxucnexnan doopma kochepmeHTa Qqg

H* ans pononHeHns BTOoporo atoma H.

H" ¢ ®MH+H, nayT B mexxmem6paH-
Hoe npocTpaHcTBO MX, a é Ha KoQ

PAD-3aBucCuMbIe gerngporeHasbl

(8 popme PADH,) nepepator

3Hepruio B Buge 2H Ha KoQ
NH,

/
OH (|)H OH 0|-| 0 < )
2C CH CH CH CH—-O—P-—O—-P—O
0H

er Rz

hbnaBuUH-aieHUH-AUHYKNEeOoTHUA

H3CO——(II/ \ﬁ_CH3 CH,
l
H3CO—-C\C/C—(CHZ-CH:C~CHP)IO—H
I
OH

Boccranosnennan hopma kochepmenta Qqg



Ot KoQH, é no uenu untoxpomos (e /e,c )—c—(aa,), NOCTENEHHO
pacxoAys 3Hepruto, NOCTynaKT Ha KOHeYHbIN akuenTop 20,
AHeprusn é 3aTpauynBaeTcsa Ha nepekaumBaHme H* ns marpukca B
MeXMeMOpaHHOe NPOCTPaHCTBO C LUesibio CoO30aHUA rpagueHTa

H* ana pa6otbl AT®-cuHTasbl no dochopunuposanntio AQP oo
ATO,

e g
CHy;—CH—(CH,)3—CH—(CH,)3—CH
| |
H Ha CHs

CH==CH,

lNpocmemuveckas zpynna yumoxpoma b ~0,C—CH, H~CO37 ~0,C—CH, Hy~CO3

[pocreriueckas rpynna meTOXpoMa ¢ MpocTerTHueckas rpynna WHTOXDOMA 4



U3meHeHUe peaokc-noTeHUunana n ceobogHonm H*
3HEepPrum Npu TpaHCNopTe 3NIeKTPOHOB MO

ObiXaTesyibHOU uenu
E's

04 Go
NADH—E-FMN -0
2e

021 AT®

5 410

ot "
02+ 2e a0
Ce—¢C \
88‘ —
04T * KKan
AT®

+0,6 4+ 2e -1 40
§0'8 ;i 0’ -t m

Hanpaenexue NoTOKOB aNeKTPOHOB —+

AHeprus, BbIcBOOOXAaemMan U3 €, MOET Ha co3gaHue rpagueHTa H® nyTém mnx
nepekayku U3 MaTpukca B MexxmeMobpaHHoOe NPOoCTPaHCTBO MUTOXOHAPUN



ATD-cuHTa3a

Inner
Membrane of
Mitochondria/
Gram negative
Bacteria

-----

Junuonetu
ouciaoi

Cmamop

AT®-cMHTa3a pacxogyeT 3Hepruro cosgaBaemoro rpagueHtom H* muto-
xoHgpuanbHoro noteHumana (ApH = AW + ApH) Ha cuHTe3 ATD
ApH = KoHUeHTpauuoHHbIN (AW) + anekTpoxummnyeckum (ApH) KOMNOHEHTLI



Pa3Hoobpa3sune aHepreTnyecknux cybcrTpaTtoB u
e-TpaHcnopTHas uenb MX

Cyxumnar
Nponux Xonux
3-Muapoxcuaymn-CoA
3-MapoxcubyTmupar l
nyramar on
Manar (FAD)
Mupysar Waoumrpar FeS
\ l on ‘
Nunoar » Of —» NAD ——= (FMN) —Q — Lur b— Uur C 14— Uur C—>» Uur aa3—>o,
(FAD) FeS FeS Cu
a-Ketornyrapar
on on
(FAD) (3nen)
FeS FT
on
(FAD)
Mnwyepon-3-pocdar Aumn-CoA
Capxoaun

OumeTunrnmuums



I'moko3a

) |
ool

I'moxo30-6-docdar

v
(Dpymoao-EG-Q)occbaT

3-dochornuue pHYIOBHfl aypaerun
ot | ,
lC:’—“"; HAR—> I s ~on)
1,3-Aundocdornuuepar
o |
2-®ochormuuepar

_’-(2 MoI.)

1 —>H,0
DochoeHoNnUpyBaT

l _—__’-(2 MOJ1.)

IMupysar

W o)
Auetun-KoA

1

JIMMOHHOKHMCIBIN LMK
(ITK, uuxn Kpebea,
obmmii MeTabonmyecKun

KOTeJn)

CO, (2 mon.)

MonHoe a3pPOOHOE
OKUCIMIEeHUe INMIKO3bl.

«-» pacxon ATo

2 AT® Ha akTUBaLUUIO NMOKO3bI

«+» CUHTEe3 ATD

4 AT® npu cybcTpaTtHom doc-
dopunmupoBaHum (2x2)

6 AT® ot 2HAOH (2 Tpnos3hbl)

6 AT® ot 2HAOH (2 NMANkomnn)

24 ATO (12x2 au~KoA B LITK)

BCEIO: 40-2=38 ATO®

(HAOH vn3 yutonnasmel B MX —
ManaT-acnapTaTHbIW WYHT). Ecnn
rmuuepondocarHbIN LUYHT, TO

"EMcee 36 ATO.



Ponb LITK

1) aHepreTn4yeckKkasa LeHHOCTb OGLLUMIA MyTb NOMHOO
OKUCTIEHUA TOMJIMBHbLIX MOJ1EKYIT — XUPHbIX KNCIOT, yIieBo-
AoB, aMUHOKUCITIOT. BoNbLWMHCTBO TOMMMUBHbIX MOJIEKYIT NOYT

B LUITK nocne npeepalieHua B auetun~KoA. MNpogyktel LUTK:
dHepreTnyeckme (3HADH, FADH,, I'T®), koHe4vHble (2CO0O.,).
2) meTabonunyeckas LLeHHOCTb - UCTOYHUK NpoMe-
XKYTOYHbIX MeTabonnTos, AatlowWwmnx Hayano HoBbIM MeTabo-
NNYECKUM NyTAM (FMIOKOHEOreHes,nepeaMmmHnpoBaHme n
Oe3aMnHUpoBaHME aMUHOKUCIIOT, CUHTES XXMUPHbIX KUCIIOT,

xoneCTepona). LYK m a-KI' BaXXHbI Kak npeawecTtBeHHUKU AK:
CHavana B yutonnasmy n3 Mx BbiBOOAATCA ManaT U nsouuTtpar, rge
n3 Hux oopasyrorca LUYK v a-KI, ganee ¢ nomowbo TpaHCaMnHa3s
n3 LYK obpa3syetcsa acnaprart, a u3 a-KI - rnyramar.

3) UCTOUYHMK LuTpaTa ans KocTHoU TkaHu (cBa3b Ca npu

peMoaenMpoBaHnmM OCTEOHOB #anbBeon YEntCT.KOCTH)



Perynauua LUTK

 CKOpPOCTb NPOU3BOACTBA U YyTUNN3aLUUN IHEpPrumn
HenocTosiHHa B Te4eHue Xu3Hu knetku. Nponssoa-cTBo
3Heprnm nameHsieTcsl Bcerga, korga Hago
KOMNEeHCUpPOoBaThb U3MEHSAIOLMNCA pacxon IHeprun.

1) 3a cHeT U3MEHEeHUs1 Konu4yecTBa IHEepPruu.

Linkn Kpebca aktuBnpyeTtcs, Korga B KfieTke MHOro
AO0® n AM® n mano AT®, 3To 03Ha4YaeT, uYTO KrneTkKa
WHTEHCUBHO paboTaeT, 1 e He XBaTaeT 3HEeprum.

AkTnBHocTtb LUTK cHMXaeTcs, korga Bo3pacraeTt
konn4yectBo AT® un ymenblaetrca AP n AMO,
NOTPEOHOCTb KNeTKU B IHeprumn cHmxaetcs. Knetka
nepexoouT B COCTOSIHME NMOKOS.

2) 3a cueT usmeHeHus cogepxanuma HAQ'/HAOH.

KoHueHTpauuen HAJH n HA1* onpepensieTcs apyrown
Habop CUrHanos:



[Mpn akTUBHOM paboTe KNMeTKU B HEeU BbICOKUUN YPOBEHb
HALO" v Hnsknn HAQH, nockonbKy 4em ObicTpee obpa3y-
etca HANH, Tem 6bicTpee oH okucnsierca go HALA*. 3T1o
npumBoamT K aktuBauum LITK.

B cocTosiHuM nokosi, HAOOOPOT, CHUXKaeTcA ypoBeHb HA[L]
n noBbiwaeTtcqa yposeHb HAQH. Bbicokuun yposeHb HAJH
TOPMO3UT aKTUBHOCTb LuKrna Kpebca.

3) 3a CYET rOpMOHOB.

ana perynauuu LUTK BaxkeH MHCYNWH, KOTOPbIN ero
aKTUBMpYeT. ITO Haao obsA3aTeribHO 3aNMOMHUTD,

T.K. 3TO BaXXHO AJ151 NTOHMMAaHUA NaTONOrM4ecKnx caBUroB

y O0ONnbHbIX caxapHbIM guadetom 1 Tuna.
Y HUX NpoAYKUUSA MHCYNINHA PEe3KO CHMXEHA.

o+



Kak B opranuame BbipabatbiBaeTCA UHCYNUH

CeneseHouHan apTepus,
HECYLLAR OKCUIEHMPOBAHHYIO KPOBb

XKenymbiit NpoTOK

MesenTpuantHan sexa
YHOCMT MHCYNWH

W rMIOKarox or
NOKENYAONHON XKenean.

& ‘b | i Bera-knerku
SQ.U‘.. )"QV" ga ’ -0 0T 7 BuipaGarsisaior MHCynuH,

Anbha-KneTku
BbIP26aTHIBAIOT rNIOKArOH.

AuMHYChi BbIpabaThiBaloT
nUuieBapuTenbHLIE (HEPMEHTSI,
KOTOpbIe BLIBOAATCA

B KVLUEYHUK Yepes
NAHKPEaTUHECKUI NPOTOK.




Perynaumns ypoBHS ITOKO3bl KPOBWU

»  AMUHOKWCTIOTEL >
G e S ST

KOPTN30N,
rAKOKarom,

anpeHannH ||

nNeYeHL

MHCYNK

» nakrTart ~

= AMUHOKUCAOTHI \

FVKOTeH ]

> 03a |yl MHOKO- s
¢pm HeoreHes 90% LALS ) (R 12
—ranaKkto3a
—— KOHBEPCUs '
) s e =
i AL ’ KOHUECHTRAUNS
B nnasve
//-oxupnue mcnorx kpoau 4-6 MM
| | 8 OPraHnsme
MNEKONUTAOUMX

pouecc

*VPOBAR TRAHD gnompoaau



HapyweHusa yrneBoaHOro oomMeHas:

- ronogaHue

rMNOrNMKEMUA, roKaroH/agpeHanuH MoounmaytoT

TAI' n 1TrnokoHeoreHes 3 rmuuepona, CXXK nayt Ha
obpa3oBaHue aueTun-KoA v KETOHOBbIX TE

- CTpecc
BINUSAHME KaTexornaMmnHoB (agpeHanuH — 1 pacnag
rmuKoreHa, 1 rmKOHeoreHes); rMKOKOPTUKON OB
(kopTn30n - T cMHTE3 EPMEHTOB IMIOKOHEOreHe3a)

- MIHCYINMHO3aBUCUMbIN caxapHbiX AnabeTt

CHUXeHue CUHTe3a MHCYIMHA B 3-KIeTkax
nog)kenynodHou xxenesbl — Kackag adodpeKkToB: CM |



[Mneprnukemud. Nocne npeogoneHna NnoYeyHoro nopora
npucoeguHAETCs rMIKo3ypus

CHWXeH TpaHCMNopPT rMOKO3bl B KIETKY (B TOM YMCrie 3a cYeT
| cnHtesa monekyn GLUT)

CHWXXEH rmuKkonna n | asapobHble rnpouecchl, KNeTke He
XBaTaeT aHeprmn (B TOM 4Yucne ans cmHTesa 6enkos 1 ap.)

YrHeteHue neHto3ogocdgarHoro nytu (| cuHtes HALPH)

CHMWXEH CUHTE3 MMNKOreHa 1 nocTossHHO akTUBMPOBAaHbI
depMeHTbl pacnaga rnmkoreHa

[TOCTOSAHHO aKTUBMPOBAH rTtOKOHeoreHe3 (0cobeHHo n3 AK n
rmyuepona, a n3bbiTok CXKK nget Ha KeToHOBbIE Tena)

AKTUBMPOBAaHbLI Heperynupyembie MHCYNMHOM NYTU YCBOEHUS
[MIOKO3bl B KNETKE: IMIOKYPOHaTHbIWM NyTb 0bpasoBaHua Al
CUHTE3 IMUKONPOTEMNHOB (B TOM YKUCIie n3bbITOYHOE
MUKO3nnmpoBaHmne 6ernkos), BOCCTaHOBIIeHNe B copbaTt un ap.



 Ecnun yenoBek Tebe caenan 3J/10 — Thbl
Oan eMy KOHQETKY, OH Tebe 3J'IO — Thl
eMy KOHMETKY...
M Tak oo tex nop,
NnokKa y 9ToM TBapu
HEe Pa30BbLETCH
caxapHbin gnaber.

* (PanHa PaHeBckas)




NHCYITMHOHE3aBUCUMbIV caxapHbii AnabeT

[Mpu AnUTENnbHOM nepeeaaHnn U N30bITOYHOM NOTPEBNEeHUn NErknx
YrNeBoAoB C BO3PaCcTOM NMOCTENEHHO | CNOCOBHOCTL peLenTopoB
pearmpoBaTb Ha UHCYIWH, pa3BMBAaETCH TONEPaHTHOCTb K FMIOKO3eE.

BHekneTo4Ho MHOMO MHCYMNKMHA U MHOKO3bl, HO BHYTPb KMNETKN rMoKo3a
yXXe «He naet». Knetkn curHanmsnpytot o6 aHepreTnydeckom rofoge —
BKMNOYaKTCA rMoKkoHeoreHes, pacnag TAI B XKnpoBbix geno.

YcunueaeTcs runeprinvkeMus, B TOM Ymcne 4o NosABNEHUs rMioKo3ypuu,
a n3bbiTok CXKK ngeT Ha CMHTE3 KETOHOBLIX TEN U XOorecTepona.
Bo3HMKaAOT N MHbIE XapaKTepHble anga noboro caxapHoro anabeta
npobriemMbl: ¢ 0bMeHOM rImnkoreHa u ap.

Tak dopMUpyOTCA OCHOBHbIE MEeXaHW3Mbl caxapHoro gnabeta |l Tuna
(MHCYNMHOHE3aBNCUMOTIO) — ANabeT NOXUNbIX.

B atom crniyyae B TaHAeMe MHCYNUH—PEeLeNTOP HapyLleH BTOPOU
KOMMOHEHT. MN30bITOYHbIN CUHTE3 MHCYNWUHA NOOXKENYO0YHON Xenes3om
C LEenblo yCUnNeHnsa Bo3gencTemns Ha TepdaroLllme YyBCTBUTENLHOCTb
peuenTopbl NPMBOANUT K NOCTENEHHOMY UCTOLLEHUIO B-KITETOK, KOTOpPbIE
BCE OOsibLLE CHMXKAKOT CUHTE3 3TOr0 rOpMOHa, NoKa K caxapHoMy
anabety |l TMna He npucoeanHNTCA caxapHobin gnabet | Tuna co Bcemu
ero 0CobeHHOCTAMM.



HopMbl rnioKoO3bl Kpoey (BO3,

KanmninnsapHas KpoBb Hartouwak:
<5.5 MM (100 MmMr°% ) - HOpMaA,
>6.1 MM (110 Mmr%% ) - CA4
BeHnozHas (nnazmMma) HaTtowak:
<6.1 MM (110 MmMr2%) - HOpMa,
=>7.0 MM (126 Mmr%g) - CA4

1 mMmr% = 1 mMmMmonb/n x 18
He zaBuycuT OT BO3pacrTa!l




e JKcrnpecc-
aHanus KpoBu
«Ha caxap» —

CaxapHasn KpuBas
NP HapyLeHUusXx
yrneBogHoro obmeHa |
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JKcnpecc-aHanm3 Mo4u npu
caxapHoM auaberte
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* OO BLEKTUBHO: aHaNn3 3KCrMpecc-nosiocokK

Ha AHAJIMSATOPE MO4YUN «JIAYPA SMART»,

BKI1HOYaA MNMHOKOa3Yy,
KETOHDbI.

JKCnpecc-aHalrim3




