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[lepeBapuBaHue U BCacbIBaHUE YI/IEBOJOB
CUuHTe3 INIMKOr'eHa




I Tukonms
CrniupToBoe OpoXkeHUe

3. BkiiroueHue 1pyrux yriieBooB B IPOLLeCC
[JIMKOJIM3A

4. I'mokoHeoreHes

5. OkucauTeIbHOE JeKapOOKCHITNPOBAHUE
MTUPOBUHOTPATHOU KHCIOTHI

6. 11
g B

HKJI TPUKapOOHOBBIX KHCIOT (1uka Kpebca)

eHTO030(POCPATHBIN MyTh OKHUCIEHUS

yI7IeBOIOB
8. Perynsiyst yrineBogHOTO OOMeHa
9. Hapyienue yrneBogmHOro oomMeHa




OpraHuW3MoOB. B opraHnsmMe >KMBOTHBIX U YeJI0BEKa
YIJIEBOZbI BBITIOTHSIIOT BECbMa Ba)KHbIe PYHKIIUH: IIPEXK/Ie
BCEro, SHEPreTUYeCKYIo (IIaBHBIM BUJ, KJIETOYHOTO
TOIJIMBA), CTPYKTYPHYIO (00s13aTe/TbHBIN KOMIIOHEHT
OOJIBIIMHCTBA BHYTPUKJIETOYHBIX CTPYKTYP), 3alIUTHYIO
(y4acTue yrineBoJHbIX KOMIIOHEHTOB UMMYHOT/IOOY/TMHOB

B MOAA€PXKaHUH UMMYHHTETA).




YrneBoabL TakoKe MEHOAb3VIOTCS JIISE CIHTes

| HYKJIEMHOBBIX KHMCJIOT (pr003a U 1e30KCUPKO03a), OHU
SIBJISIFOTCSI COCTAaBHBIMH KOMITOHEHTAMH HYKJIEOTUIHBIX
KOopepMeHTOB, UT'PAIOIINX UCKTIOUHUTETHHO BOXKHYIO POJIb
B MeTaboIn3Me JXUBBIX BellleCTB. B rmociiegHee Bpems Bce
OoJiblilee BHUMaHYE CTAJIU HPUBIEKATh CMelllaHHbIe
OvoToIMMeEpHI, copepyKalye yrimeBoapl. K Takum
CMeIllaHHbIM OHOIIOJIMMePaM OTHOCSITCSI, TIOMHUMO

HYKJICMHOBBIX KHUCJIOT, I"TUKOIICIITU bl 1

ITIMKOIIPOTEHWHBI, ITTUKO/TAUIINAbI 1 JIMIIOITIO/INCAXAdPH/bI,
ITIMKO/IUITOIIPOTENUHDBI 1 T. .




©  DTU BellleCTBA BRINOITHSIIOT CJIQYKHBIE U Bk
T7I€BOJBI IIPUCY
mdecTtBe (He 6os1ee 2 % OT cyXoil MacChl Tesa), YeM OeTKH U TIUTHUbL. B
PaCTUTETbHBIX OPraHMU3MaX 3a CYeT 1e/UTI0I03bI Ha J0JTI0 YI/IEBOIOB
npuxoauTcs 10 8o % cyxoit Macchl, TO3TOMY B 1ieJIoM B Orocdepe yIrieBoioB
OoJIbllle, YeM BCEX APYTHUX OPraHUYECKUX COeTMHEHU BMeCTe B3SIThIX.

® Xumusa yrieBojoB

CHZOH
'}

|
T =
v{ <{
OO
OEX o =

L B \ /;';'r/ IF— reRHOsI I p2HOSA

o - D-rnpaacypasoia
(_‘ H >

H=—O XY
O3 ¥x
H=—O¥
1—1—2—01—1
CHX_ OHXE
D -J‘n-on-ﬂna
CH20H CHL, O

HO QI—I i o=
f=4 S
i - I,Q}li

O
B - D-r13m40qr,panoca B- D - fNK¥SoNsHaaio3Ia




BriepBbie TepMuH "yIeBoabl" ObUI IPEIO
(gprae TapTvckor cuteta K. [.IIIMuaTOM B3¢

npe aJI1, 4TO BCE UMEIOT OOIIYI0 GOPMYAY

H20)n T.e. yrnepoa-Boga. OTcroga v Ha3BaHHUeE
«yrmeBonbl». Hammpumep, rioko3a u ¢ppykTosa
umertot popmyny C6(H20)6, TpoCTHUKOBBIH
caxap (caxaposza) - C12(H20)n,
kpaxmas - [C6(H20)s5]n u t.1. B ganbHetiinem
OKa3aJ/I0Ch, YTO P/l COeAMHEHUM, TPUHAIIEKATIHX

110 CBOMM CBOMCTBaM K KJIaCCy yI/IEBOZIOB,
coziepyKaT BOJOPO/ Y KUC/IOPOJ, B HECKOIBKO

WHOU MPOITOPIINH, Y€M YKa3aHO B 00111eil popmyrie
(HarpumMmep, Ae3-okcupubo3a — CsHi1004).B 1927 1
MexayHapozHasi KoMUCCHsI 110 pedpopMe XUMHUYECKOH f
HOMEHK/IATyPbl [Pe//IOKH/IA TEPMUH "yIJIeBOIBI"
3aMEHHUTh TEPMHUHOM "TJIMIIMIBI , OMHAKO OH He
IOJTy4HUI ILMPOKOTO pacnpocrpanenust. Crapoe

Ha3BaHMeE yITIeBOABI YKOPEHUIOCh U MTPOAOIKAET .
HCIIO/Tb30BAThCSI, SIBJISISICH OOIeTpHU3HAHHbBIM. K. IIMuaToMm




WHTB, YTO XN

—® 3aHUMAaeT OJHO U3 BeAYLUINX MECT B UICTOPUU
Pa3BUTHS OPTaHUYECKOM XUMHH. TPOCTHHUKOBBIH
caxap MOXXHO CUHUTATh MEPBbIM U3BE€CTHBIM
OpraHUYeCKHM BelecTBOM. [ [poBesieHHbBIN B
1961 1. A.M. byT/iepoBsIM crHTe3 (BHE
OpraHu3Ma) YI/ieBofoB U3 GpopMasiblierua
SIBUJICS TIePBBIM CUHTE30M MpeACTaBUTeNen
OJTHOT'O M3 TPeX OCHOBHBIX KJIACCOB BeleCTB
(GenKH, TUMUIbI, YIJIEBOZAbI), BXOASIINX B COCTaB
YXUBBIX OPTAaHU3MOB. XUMUYECKasi CTPYKTypa
IIPOCTEUIITNX YITIeBOAOB Obl/Ia BhISICHEHA B KOHIIE
XIX B. B pe3ynbraTte PpyHIaMeHTaTbHBIX
rnccaenoBanui J.Puiiepa.




Crenyert
e/IbHBIN BKJIQJ, B
FIEHYE YI/IEBOJOB BHEC/TU OTeYeCTBEHHbIE YUeHbIE

A A.Konmm, I1.I1.IHopeirun, H.K.KoyeTkos u gp.

B 20-e

TOZbl HBIHEIITHETO CTOIeTHS pabOTaMU

AHIJIMMCKOTO

rccienoBaress Y.Xeyopca ObUTH 3a/I0)KEHBI

OCHOBBI

CTPYKTYPHOU XUMUHM TTorcaxapuioB. Co BTopoi
MOJIOBUHBI XX B. IPOUCXOAUT CTPEMHUTETbHOE Pa3BUTHE
XUMHHU 1 OMOXUMUHM YI/IEBOIOB, 00YyC/IOB/IEHHOE UX
BOXHBIM OMOIOTUYeCKUM 3HaYeHneM. Knaccnduranus
yrineBogoB. CorlacHO IPUHSATOM B HAaCcToOsIIEe

BpeMs

KIacCUPUKAIIUH YT/IEBOABI MOAPA3AELSIIOTCS Ha TPU
I'PYIIIIBI — MOHOCAXapUbl, OJIUTOCaXapUbI

N ITOJINCaXapHUAbI.

J.Puuiepa

OCHOBHBbIE



YITEBOObI

MOHOCAXAPWUObI

|

|

OJIMFTOCAXAPUAODbI
(amcaxapuabl, Tpucaxapuabl
uTA.)

anbao3bl

KETO3bl

NONNCAXAPUObI

Y
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axapugbl axapugbl




MoHnocaxapuapl

€axapyubl MOXXHO PaCCMaTPUBaTh Kat AHbIe MHOTOQTOMHBIX

CIHPTOB, COEPIKAIIUX KAPOOHMIBHYIO (a/IbIETUAHYIO MJ/IH KETOHHYIO)
rpynmny. Eciu kapboHunbHaa epynna Haxodumes 8 KOHUYe yenu, mo
MoHocaxapud npedcmasnsem cobot anbdecud u Haszvigaemces a1bLd0301,
npu 1t06oM dpy2oM noaouceHuU 3moti epynnsl MOHOCAxapud a819emcs
KemoHOM U HA3blgdemcs Keimo3ou.

[TpocTeiinmmMu npeaCcTaBUTENIMH MOHOCAXapHUIOB AB/ISIIOTCS TPUO3BI:
[THLIEPAIBAET U, ¥ AUOKCHaLeTOH. [Ipy OKMC/IeHHY ITepBUYHOM
CIIMPTOBOM I'PYIIIBI TPEXaTOMHOIO CIIHUPTA ITHIIEPHUHA 00pasyeTcst
IIHLIepaIbAeru, (abI03a), a OKUC/IeHe BTOPUYHOMN CITMPTOBOM I'PYIIIIBI
MIPUBOAMUT K 0Opa30BaHUIO JUOKCHALIETOHA (KeTO3bI).

-t
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Cmepeoxu OHOCaxapudos. F >
MCHMMMPHI{ 5IX aTOMOB yI/IepoJa:
A/IbAOTPHO3ad — OAWUH HEHTP aACUMMETPHUH, AJIbAOTETPO3bI —
Z1Ba, A/IbIONIEHTO3bI — TPH, AJIbIOTEeKCO3bI — 4 . KeTo3bI cO
AE€PXKAT Ha OAWH aCI/IMMeTpI/I‘-IeCKI/Iﬁ dTOM MEHbIIIe, YHeM
a/IbJO3bI C TEM K€ YU CJIOM YITICPOAHBIX aTOMOB.
C]Ie,Z[OBaTe]IbHO, KETOTPHO3bI HE COAEPXKAT ACUMMETPHUYECCKHX

aTOMOB yrepoza. Bce yxe ocTasibHble MOHOCAXapUAbl MOTYT
CyLIeCTBOBAaTh B BU/ie PA3TUYHBIX CTEPEOU30MEPOB.

OO611ee KOTMYeCTBO CTEPEOU30MEPOB IS TF0O0TO
MOHOcaxapuza Beipaxkaetcs popmynoit N = 2n, rae N — yuciio
CTepeoOU30MEPOB, A N — YHUCJI0O ACHUMMETPHUYECKNX ATOMOB
yriepoga.

[mutiepanbaeruy comepyXuT TOTBKO OTUH ACUMMETPUYHBIN
aTOM YI/IEpO/ia Y TIOBTOMY MOXKET CYIIIeCTBOBATh B BUIE IBYX
Pa3/IMYHBIX CTEPEON30MEPOB.



MIPOEKLUN MOZEJIN Ha MIOCKOCTh -TpyImay
ACUMMETPHUYHOIO aTOMa yIjiepoza
pacCIIOIOXKeHa C IPaBOU CTOPOHBI, IIPUHSATO
CYuTaTh D-rmmuepanpaeruzom , a sepkajabHOe
OTpaxeHue — L-rnune-panbaerugom:




AJIBIOTEKCO3bI COAEPXKaT YeThIpe acky /
yrie MOTYT CYILLIeCTBOBaTh B-BU/Ie 24=16 CTEPeON30MepOB,

IIpeICTaBUTE/IEM KOTOPBIX SIB/ISIETCS III0K03a. JIJ/Is1 a/IbIOMEeHTO3
M a/IbJOTETPO3 YK C/IO0 CTEPEOM30MEPOB PABHO 23=8 U 22=4
COOTBETCTBeHHO. Bce M30Mepbl MOHOCAXapHUIOB
noapaszensiorcs Ha D- u L- popmet (D- u L-koHdurypaimm) mno
CXO/ICTBY PACIIOIOXKEHHMsI IPYIIIT ATOMOB Y IOC/I€THETO IIeHTPa
ACUMMETPUHU C pacriojioxXenuem rpymny D- u L-rune-
panbaeruga. [IpupozHbie reKco3bl — III0K03a, PPYKTO3a,
MaHHO3a Y Ia/JIaKTO3a IMIPUHA/I/IEXKAT, KaK IIPaBUJIO, I10
CTEPEOXMMHYECKOUM KOHPHUTYpALIMH K coeruHeHusM D-psiza.

M3BecTHO, YTO MPUPOJHbIEe MOHOCAXaPHIbl 00/1a1aI0T
ONITUYEeCKOH aKTUBHOCTHIO — CITOCOOHOCTHIO BpaIllaTh
ILJIOCKOCTD IMOJISIPU30BAHHOIO JIy4ya CBe€TAa — OAHOU U3
BOXHEMIINX OCOOEHHOCTE! BelecTs (B TOM Yyuciie
MOHOCAXapH0B), MOJI€KY/IbI KOTOPBIX ACHMMETPHUYHBI B 1I€JIOM.



CBOICTBO BpaliaTh IIJIOCKOCTH TIC /
JIY4a-BITPaBO 0003HAYATOT 3HAKOM (+), a B
IIPOTHBOIIOI0XKHYIO CTOPOHY — 3HaKoM (-). Tak, D-
IIAIEePaIbJeru/] BpallaeT IIOCKOCTh
MOJISIPU30BAHHOTIO JIy4a BIPABO, T.e. D-
rauiepanbaerus apasercs D(+)-, a L-
rauiepanbaerus — L(-)-aapgorprosoit. OgHako
HaIlpaB/eHHe YIJIa BpallleHUs ITOASPU30BaHHOTO JIy4a,
KOTOPOE OIpeie/isieTCss aCUMMeTPUeN MOJIEKY/IbI B
I1eJIOM, 3apaHee Hempeackaszyemo. MoHocaxapH/Ibl,
OTHOCSIIHECS 10 CTEPEOXUMUYECKOH KOHPUTYpaL[H
K D-psizry, MOTYT OBITH JIEBOBpAIIAIOIIMMHU. TaK,
0ObIYHast GopMa IIIOKO3bI, BCTPEYAKOIIAsICS B
IIPUPOJie, IB/IIeTCS ITPaBOBpalliaoleii, a OObIYHas
dopMa GpPYyKTO3bI — JIeBOBpaAIlIAIOIIIEeH.




Huxnuie AyauemaibHore
| ocaxapudoes. JIxob0o¥ MOHOCcaxapHI, 001aaas

PSAIOM KOHKPETHBIX PU3UMIECKUX CBOMCTB (T. III.,
PaCTBOPUMOCTb U T.JI.), XapaKTEePHU3YeTCsI
crieniMpUIeCKOM BETUYMHOM yIe/IbHOTO BpallleHHs
o] (3TO YroJ MOBOPOTA MIOCKOCTHU
IOJISPU30BAHHOTO CBETA MIPH IIPOXOXKIEHUN YePe3
KIOBETY TOJIIIIMHOM 1 CM C PaCTBOPOM BEIIECTBa,

MMEIOLLero KOHIEHTPAIIWIO 1 MOJIb/ ). )
YcTaHOB/IEHO, YTO BeJIMYUHA YAEIbHOTO BpallleHUSI

IIPY PACTBOPEHUH JTF0O00T0 MOHOCAaXapH/ia
MTOCTETIeHHO MeHSIeTCS U JINIIb ITPH TUTEThbHOM
CTOSTHUY PACTBOPA AOCTUTAET BITOJTHE
OIpeJe/IeHHOrO 3Ha4YeHus. TaK, HanmpuMmep,
CBEXEITPUTOTOBIEHHBIN PAaCTBOP IJTIOKO3bI UMEET
la]= +112,2°, KOTOpOE ToC/Ie JIUTETHHOIO CTOSTHUS
IOCTUraeT paBHOBECHOI'O 3HaYeHus [a]| =+52,5°.




v aunﬂ IIOJDKHA BBI3bIBATHCSI U3MEHEHUEeM aCUMMEeTPHUH MOJIEKYIHI,
cieJoBaTe/IbHO, TpPaHChOpPMaIel ee CTPYKTYPhI B paCTBOPE.

SIBneHue MyTapoTanu UMeeT cieaymoliee oObsICHEHNE: U3BECTHO, YTO
a/bAETUbI Y KETOHBI JIETKO 1 0OPaTUMO PearupyroT ¢ SKBUMOJIbHBIM
KOJTMYECTBOM CITUPTA ¢ 0Opa3oBaHUEM TOTyalieTaei
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nosy.auetTaib
[Io Teopuu A.baliepa, BHYyTpHUMOJIEKY/ISIPHOE B3AaUMOEMCTBUE CIUPTOBOM

M KapOOHWIBHOU rpyIi HauboJjiee 6IaronmpUsITHO, €CJTU OHO TPUBOJIUT K
00pa3oBaHMIO 5- MU 6-41eHHOTO TUKIIOB. [Ipu 0Opa3oBannu
To/TyalieTaiei BO3HUKAEeT HOBBIM aCHMMETPUYHBIHN 1eHTp (B cirydae D-
r1r0K03bI — 310 C1). [llecmuyieHHble KObUA cAXAPO8 HA3bIBAIOM
nupaHo3amu, d nAmu4ieHHble — pypaHosamu.
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THUAPOKCHIA Y aCHMMETPHYHOTO YITIePOAHOIO aTOMa,
OInpeensLero MPpUuHaAJIeXXHOCThb K D- viu L-pany.
MuapIMU cioBaMH, B popMysiax ¢ o-MogupuKarmei
MOHOCAaxapuaoB D-psiia mosyaueTasibHbIN
TUAPOKCHUJI IMTUIITYT CIIPaBa, a B popmysiax
npeacraBuTeneit L-psima — cieBa. Ipu Hanmrcarnuu B-
$opMbI TOCTYITAIOT Ha000poT. TakuM 06pazom,
SIBJIEHH€ MYTaPOTAIIU CBI3aHO C TeM, YTO KKIBIH
TBep/bIH ITpernapar yrieBoA0B MPeACTaBIsIET COO0M
KaKyI0-TM00 OfHY IIMKJINYECKYIO (IMosTyalleTaibHYIO)
dbopMy, HO IIPU PaCTBOPEHUU U CTOSTHUH PaCTBOPOB
3Ta popMa Yepe3 a/ibJAeTUIHYIO IIPeBpalllaeTCs B
opyrye TayToMepHbIe (pOPMBI 0 JOCTIDKeHUS
PaBHOBECHS..

o-PopMa - 3T0 Popma, Y KOTOPC /
O HHOT KCHJIQ TAKOE ¥




[Ipn 5TO €HUe, XapaKTEPHE .r/
MW&GHGHH VIeHsTIeTEST, 1 HaKOHEII,
yCTaHAB/IMBAETCs MOCTOSTHHOE ye/IbHOEe BpallleHue,
XapaKTepHOe [IJisi PABHOBECHOI CMECU TayTOMEPOB.
Hampumep, ycTaHOB/IEHO, YTO B BOZHBIX PaCTBOPAX I/TFOKO3a
HAXOAWTCSI, T/TAaBHBIM 00pa30M, B BH/Ie o- I 3-TJTFOKOITMPAHO3,

B MEHbIIIeH CTeIleH! — o- U B-T/IFOKOPyPaHO3 Y COBCEM
HeOO0JIbIII0e KOTUYeCTBO — B BUe a/TbJeTHTHOM pOPMHEL.

CrenyeT MOAYEPKHYTh, YTO U3 PA3/TUYHBIX TAyTOMEPHBIX
OPM IJTIOKO3bI B CBOOOJJHOM COCTOSTHUY U3BECTHBI JIIIb O-- U
- mupaHo3bl. CylllecTBOBaHME MaJIbIX KOJTMYeCTB GypaHO3 U
a/bAETUIHOU POPMBI B paCTBOPAX AOKa3aHO, HO B CBOOOJHOM
BHUJle OHH He MOTJ/TH OBITh BbI/Ie/IeHbI BC/I€ICTBHE
HEYCTOMYNBOCTH.

B 20-x romax Y.Xeyopc nipeasioxxun 60iee coBepiiieHHbIN
crioco0 HaMMCaHUS CTPYKTYPHBIX pOPMYIT YTI€BOZIOB.
Gopmynbl Xeyopca — WIeCTU- UIX NATAYTOJIBHUKU, MPUYeM
OHU U300pakeHbI B TIEPCIIEKTUBE: KOJIBIIO JIE)KUT B TOPU30H
TAJIbHOM IJIOCKOCTH




Haxoms € K YUTaTeJIIo CF
€€ )KUPHBIMU JINHUSIMU (yIJIEPOAHbBIE ATOMBI

I[MKJ/Ia He IMHIIYT). 3aMeCTUTE/IH, PACIIOI0KEeHHbIE
CIIpaBa OT OCTOBA MOJIEKY/IbI IIPU ee BepPTHUKA/IbHOM
M300payKeHU Y, TOMeIIAl0T HIDKe MJIOCKOCTH KOJIbIIA.
O6paTrHOe TpaBHUI0 MPUMEHSIOT TOBKO JIJIsl TOTO

e IMHCTBEHHOT'O YI/IePOAHOTO aTOMA, TUAPOKCUTbHAS
IPYIIIIa KOTOPOTO y4acTBYeT B 00pa30BaHUU
LMKJIMYECKOTO TonyaneTrasns. Taky D-caxapos rpyriny
CH20H numyT B BepxHeM MOJI0XeHHUH! OT 3TOTO
aTOMa yI/1epoza, a BOZOPOLHBIM aTOM IIPU HEM BHU3Y.



HakoHell, c/iegyeT TOMHHUT

HAIIMCAaHUU CTPYKTYPHBIX GOPMY/I 10 XeyopcCy
TUAPOKCHUIIbHAs rpymiia npu C1 6yzaer

pacIiojioykKeHa HDKe TUIOCKOCTHY KOJIbIIA B Of-
dopme U BbIlIe — B B-popme:

o-D-rnrokonupaHosa [3—D-rnokonunpaHosa

6 6
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o-D-¢pykTodypaHosa B-D-dpykToypaHosa




[TpoekioHHBIE POPMYITBI Xeyopca He OTf

KOH(])opMa B. [Tomro6HO LMKIIOTE 03HOE
O MOXXET MPUHUMATh ABe KOHPUTypaLH —¢popMy Kpec/a 1 c])opMy
BaHHbBI (1ogku). Kondurypaiius Gopmbl Kpecsia 00bIMHO O0Iee yCTOMYNBa,

MO-BUAMMOMY, UMEHHO OHa mpeob/1alaeT B OO/IbIIeH YaCcTU MPUPOTHBIX
Caxapos.

OcHOBHBIE peaK i MOHOCAXapHUA0B,
NPOAYKTHI peaK U U UX CBOMCTBA

Peaxuuu nonyauemanvHozo 2udpokcuna. Kak y)xe orMe4anoch,
MOHOCAXapHuAbl, KAaK B KPUCTAJ/UIMYECKOM COCTOSTHUH, TAaK U B
pacTBOpE, B OCHOBHOM, CYIIeCTBYIOT B MOJTyalleTaJIbHBIX popMax.
[MonyaneTranbHBIN THAPOKCUI OTIMYAETCS OO/IbIIei peaKIInOHHOM
CIMIOCOOHOCTHIO U MOYKET 3aMellaThCsl JPYTUMH IPYNIIUPOBKAMHU B
pPeaKIusaX CO CIUPTAaMU, KAPOOHOBBIMH KM CJIOTAaMH, PEHOIAMH U T.[,.

IIpoaykT peaknyuu Ha3bIBAKOT 2/1uk03udom. COOTBETCTBEHHO O- U [3-
“30MepaM MOHOCAXapPHUAOB CYIIECTBYIOT O- U [3-TTMKO3UBI.
Hanpumep, npu peakuuu MeTaHoJIA C ITIOKO30# (momycTum, B 3-
MUPaHO3HOUI popMe) B MPUCYTCTBUH HEOPTAHUIECKUX KHCIOT
o0pa3yeTcsa MPOAYKT AIKWINPOBaHUS — MeTuI-B-D-rmrokonu-
PaHO3U[,

/



® Tlpu pgileTmeRermMpalodd - IIIOKOIMPAHO3Y YKCYCHO NGRS DFTIORGPRpaH8g st
MPOAYKT allMIMPOBAaHMS — alleTHI-B-D-rIoKonupaHos3ug,

f—D-rnokonupaHosa aLerw-f-D-rnokonupaHosa




ALUIMPOBAHUIO U METUIMPOBAHUIO CITOCOOHE Hb.

TPYTIIbI M]TOB,  TpeOyeT HaMHOTO OC CTKUX
MQKHHm BCTYIIAIOT CIIAPThI, PEHOJIbI NN
KapOOHOBbIE KUC/IOTHI, TPOAYKTHI peaKIINU Ha3bIBalOT O-T/TMKO3UIaMHU.
CnenoBaTenbHO, MeTHJI-[3-D-rmokonupano3u, u ateTvi-B-D-
TTIOKOTTMPpaHo3u/, IBsiIoTcs: O-tinko3u-gamu. [Ipupogasie O-
TJTUKO3UbI, OOJTBIIMHCTBO KOTOPBIX 00pa3yeTcsl B pe3y/ibraTe
XU3HeZesATeTbHOCTH PACTeHUH, CYIIeCTBYIOT MPENUMYIIEeCTBEHHO B [3-
dbopme.

BaxHbBIM KJ1aCCOM ITUKO3U/I0B SBASIIOTCS N-21uK03udbl, B KOTOPBIX
IIMKO3U/IHAs CBSA3b OCYIIECTB/ISIETCS Yepes a30T, a He Yepe3 KUCIopoz, (HO
eCTh U S-I/IM-KO3U/IbI) — TOPYMIIA, OOSPBIIIHUK U Ip. N-TTMKO3HUIBI
pPacCMaTPUBAIOT KaK IMTPOU3BOJHbIE MOHOCAXaPUIOB, Y KOTOPBIX
TJTUKO3HW/IHASI YaCTh MOJIEKY/TbI CBSI3aHA Yepe3 aTOM a30Ta C PaJUKaIoM
opraHuyeckoro coenguHenus (R), Ho He sBastIoerocs yrineBogom. Kak u O-
TJTMKO3UbI, OHU MOTYT OBITh IIOCTPOEHBI KaK MMMPAHO3UIbI MJIH KaK
dypaHO3UIbI Y UMETH o- U B-popmy:

Eze eza

[/ ]
-

/



K N-ri1rkosusiaMm nprHaIe)XaT UCKIIOYP
HpO,ZLYKT ASTHYKAC : JKJI€OTU IbI
\_'/
yrieosuabl) ATO, HA/l, HA/I®, HekoTOpble aHTHOMOTHUKH H T.1I.

Peaxuuu c yuacmuem kap6oHubHOl 2pynnwbl. XOTs TuHeHas popMa B
KPHUCTa/UTMYECKUX MIPerapaTax MOHOCAXapHUI0B M X pacTBOPax
IPUCYTCTBYET B HE3HAYUTETbHBIX KOIMYECTBAX, €€ YYaCTHE B TAYyTOMEPHOM
pPaBHOBECUHM 00eCIIedrBaeT MOHOCAXapyaaM BCe CBOMCTBA, IIPUCYIIHE
aspgervugaM (B asbao3ax) Wik KetoHaM (B ketosax). Co crtocOGHOCTBIO
aJIbJI03 U K€TO3 MPUCOEAUHATH CIIUPTHI MbI Y)K€ II03HAKOMUJIHCh,
PacCMOTPHUM TeIlleph HEKOTOPBIE APyTrre CBOMCTBA.

Oxucaenue. O6pabOTKA a/b/103 CIAOBIMU OKUC/TUTEISIMU TIPUBOAHUT K

MpeBpalleHUIO a/IbJeTUAHOM IPYNIibl B MOI0KeHUU aTomMa (1 B
KapOOKCHJIbHYIO IPYMITy C 0Opa30BaHHEM aTbJJOHOBBIX KHUCJIOT:

—B
B .H
D-rnroKoHoBass Kucnorta D-ranakroHoBass Kucsiora




JIpyrou Kjacc Ha3bIBA@TCS a/Ib/YPOHOBLIM I,

YPOHOBBIX KHCJIO Ha [IepBUYHAask CHUPTOBas I'P
OCT HEOKHUC/ICHHOU

I
0O0ID

D -ron HOKY POHOBOA KMCJ1oTa
Boccmanoenenue moHocaxapudos. MoHocaxapuibl 1€rKo
rugpupyrorcs no cesazsaMm C=0 1 npu 3TOM NpeBpalalOTCS B
MHOTOAaTOMHbIe CITUPTHI. D-T/1I0K03a, HanmpuMmep, oOpa3yeT
crupT — copouT, D-MaHHO3a — MaHHUT. BoccTaHOB/IEHME
D-ppyKTO3BI MPUBOIUT K IKBUMOJISIPHOM cMecu D-MaHHUTA U
D-copbura.

PocghopHokucavie 3¢pupbl. MoHOCaAXapUapbl,
TepudHuIpoBaHHbIe GOCPOPHOU KHUCTOTOM, UTPAIOT
HCKTIOUMTETbHO BaYKHYIO pO/Tb B 0OMeHe BelecTB. [lepBhim
oOHapyXeHHbIM B ipupoge GocPOpPpHOKUCTBIM dPUPOM
yrineBoza 66171 GPyKTO30-1,6-01pocdaT, KOTOPHIH BHISBHUIIN
npu OPOYKeHWH CaXapoB



© bonbuon nHTEpeC NpeaCTaBIsIo

ITYPHUHOBBIX U IIMPUMHWUINHOBbBIX HYK/JICOTHUJOB!

[JIFOKO30- 1-(hocdar [NIFOKO30-6-(hocar




|
PpyxFasadorauPpachap orpHoa3asR POsHRTaxa proB rhaGHARIDAIMA rpMpeROCHAT
KOTOPBIX 3aMellleHa aMUHOTPYHIIOU. B 3aBUCMMOCTH OT MOJIOXKEeHU S
dAMHWHOTI'DYIIIIBI B MOJIEKY/IE MOHOCAaXapHriad pa3/IM4aOT 2-aMHUHO-, 3-aMHWHO-, 4-
AMHWHO- U T.Z. MOHOCaxapuasl. [1o ynciny aMuHOrpynn BelgesiiOT
MOHOaAMHWHOCAaXdpada U JUAMHWHOCAXapada.

AmuHOCaxapa 06/1aIal0T BCEMU CBOMCTBAMH AMUHOB, OOBIYHBIX
MOHOCAXapoB, a TaKKe CcrennduIecKUMH CBOMCTBAaMU, 00YC/IOBIEHHBIMU
MPOCTPAHCTBEHHOU O/IM30CTHIO TUAPOKCUIBHBIX U aMHUHHBIX TPYIIIL.




© B opranusme yenoBeka U JKHE

I'aJIaKTO3aMHH.

N
)
D-rnroKosamMvH D-ranaktosammH




—— DACTUTE/IbHOTO U 6aKTepI/IaJIbH01"O IMPOUCXOKAEHUS, ABIAIOTCS
yryiieBOOHbIMHA KOMIIOHEHTAMH PA3/IMYHbBIX ITTUKOIIPOTENHOB U
I''TUKO/ITUITNI0B. B cocTaBe sTHx BBICOKOMOJIEKY/IAPHBIX COC,H,I/IHEHI/IIL/’I

aMHHOTPYIITIAa aMWHOCAaXapa Yallle BCero alf/IMPOBaHa, a UHOTAA
cynbpHUpPOBaHA.

® Haubonee pacrpocTpaHeHHbIe TeKCO3bI U TIEHTO3BI:
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D-rnoko3za D-mMaHHO3a D-ranakTtosa
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D-pn6oza D-pn6ynoza D-apabnHoza D-kcunosa D-keunynosa
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" Onuzocaxapudbsl — YIJIEBOJIbI, MOJIEKY/TbI KOTOPBIX COEPIKAT
OT 2 JI0 10 OCTAaTKOB MOHOCAXapPUJIOB, COITMHEHHbBIX
IJIMKO3UIHBIMU CBA3SIMU. B COOTBETCTBYY C 3TUM DA3IUYAIOT

AUCAXADPDUDI, TDHUCAXAPDWJIBI M T./I.

JIicaxapuabl — C10J)CHble caxapd, Kaxcdasa MoeKynd
KOMOpblXx Npu 2udpoiu3e pacnadaemcs HA dee MOJIeKYJbl
MOHocaxapudos. Jlvcaxapuabl, HapsAAy C TMTOJNCAXapUIAMH,
SIBJISIIOTCS OAHUM M3 UCTOYHHUKOB YIJIEBOAOB B IULLE
YyeJ/I0BEeKA M YXUBOTHBIX. |10 cTpoeHuIo sucaxapuibl SBJISIIOTCS
[JIMKO3UJIAMH, B KOTOPBIX JB€ MOJIEKY/Ibl MOHOCAXapHUJ0B
coeJVHEHbI INIMKO3UTHOU CBS3bIO.

Cpeay avicaxapu0B 0COOEHHO IINMPOKO M3BECTHBI MaJIbTO3a,
JIAKTO3a U caxapo3a. MaibTro3a, ABISIOMAsICS -
TTIOKOTIMPAHO3MJT-(1— 4 )-O-T/TFOKOMTMPAHO030i4, 00pasyeTcs B
KayeCcTBe IIPOMEKYTOIHOIO ITPOAYKTa




P AeMCTBUY aMUIa3 Ha KpaxMaJ (Miu mikk
A

" n
Ha HWJI ).

ManbTo3a
B Monekyne MaibTO3bI Y BTOPOTO OCTaTKa TTIOKO3bI UMEeTCSI CBOOOTHBI

MOTyaleTaIbHBINA TUAPOKCHIIL. Takue Arcaxapuibl 00/1aiat0T
BOCCTAaHOBUTE/bHBIMU CcBoMicTBaMu. OgHUM U3 HauboJtee
pPacIpOCTPaHEHHBIX AUCAXaPHU/IOB SIB/ISIETCS CaXapo3a — OOBIYHBIN
MUILEBOM caxap. Mosekyna caxapo3bl COCTOUT U3 OAHOI'0 ocTaTKa D-
TTIOKO3bI M OTHOTO ocTaTka D-¢pykTo3sl. CieoBaTenbHO, 3TO K-TTIOKO-
nupaHo3uI-(1—2)-ppykropypaHosu,

a .8




Wancaﬁpng 3 Cc  IMee
00OHOTO MOJTyalleTa/IbHOTO TMIPOKCHIIA U He 00/1ajiaeT
BOCCTAaHOBUTEIbHBIMU CBOMCTBAMU. [lrcaxapu n1akTo3a
COZEPXXUTCS TOJBKO B MOJIOKE U COCTOUT U3 D-ramakTossl U D-
[JTIOKO3BI. DTO 3-ra/IaKTOMHUPAHO3MJI-(1— 4 ) TIIOKOITMPAHO3a.
[TockobKy B MOJIeKyJ/ie TaKTO3bI UMeeTCsT CBOOOIHBIH

oJIyalieTa/IbHbIM F'MAPOKCHII (B COCTaBe IJIFOKO3bI), OHA
MIPUHAJIEKUT K YUCTY PeAYLUPYIOIIUX JUCAXaPULOB.

Cpenu NpUPOAHBIX TPHCAXapUA0B HanboJiee N3BeCTHA
padrHO3a, copeprKaliasi OCTATKU PPyKTO3bI, TJTFOKO3BI U
raJIaKTO3bI, KOTOPAsI HAXOAUTCS B OOJIBIITNX KOJTMYECTBAaX B
CAaXapHOU CBEKJIe U BO MHOTMX JPYTUX pacTeHusiX. B nenom
OJIMTOCaxapyubl, IIPUCYTCTBYIOLIYIE B PACTUTEIbHBIX TKAHAX,
pasHooOpa3Hee 10 CBOEMY COCTaBY, YeM OJTUTOCAXaPH/IbI
YKMBOTHBIX TKaHEH.

/
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/I3BeCTHBI ABe IPYMIIbI OIMCAaXapULOB:
2omonoaucaxapudsvl, COCTOSIIIE U3
MOHOCAXapUAHBIX e JUHUL] TOJILKO OZHOTO TUIIA U
rerepornojarucaxapyuabl, 11 KOTOPBIX XapaKTePHO
Ha/IM4YMe IBYX U O0jiee TUTIOB MOHOMEPHbBIX 3BEHBEB.
C Touku 3peHUs] PyHKIIMOHATBHOTO HAa3HAYEHH S
MO/ CAXapUAbl MOTYT OBITh pa3zie/IeHbl TAK)Ke Ha JIBe
IPYNNBI: CMPYKMYyPHble U pe3epEeHble
IOIUCaXapuabl. BaYXHBIM CTPYKTYPHBIM
IIO/INCAaXapUA0OM SIBJISI€TCH 1Ie/I/IF0/I03a, & [JTaBHBIMU
pe3epBHBIMHM — IJIMKOTeH U KpaxmaJi (y )KUBOTHBIX U

pacTeHHii COOTBETCTBEHHO).




Kpaxman
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Kpaxman nipencrasisieT co60# cMeCh ABYX TOMOIIO/TMCAXapH/IOB:
JINHEITHOTO — AMUJ103bl U PA3BETBIEHHOTO — aMujloneKmuHa, ooias
dopmyna kotopsix (C6H1005)n. Kak mpaBuio, copepikaHre aMHIO3bl B
KpaxMaJie — 10-30 %, amuionneKTUHa — 70-90 %. [locTpoeHbI M3 OCTAaTKOB
[JIIOKO3bI, COeAUHEHHBIX B aMUJI03€ U IMHEUHBIX LelsIX aMUJIOTIeKTHUHA
0-1,4-CBSI3SIMU, @ B TOYKAX BETBI€HUS] aMUJIOTIEKTUHA — MEXKIEeITOYHbBIMU
0-1,6-CBSI3SIMU.
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B mMozekyne aMnI03bI CBSI3aHO B CPeIHEM OKC

/ 5 ' V 2 : 0
equHKL, MoeKynsapHas Macca 105-107. Kpaxmaina B myke 75-80 %,
kaprodene - 25 %. ITpu yacTnaHOM rHApPOIM3E 06PA3YIOTCSA JEKCTPUHBI,
TIPY IIOJTHOM — IJIFOKO3a.

InuxkozeH

I'nukozeH — rMaBHBIU Pe3ePBHBIN MOIUCAXapUJ, BBICIIUX YXUBOTHBIX U
YyejI0BeKa, MOCTPOEHHBIN M3 OCTAaTKOB o-D-rmtoko3bl. ComepyxuTcs
MpaKTHUYeCKH BO BCEX OPraHax U TKaHX, OOJIbIlIe BCEro B ITeYeH! U
MbIax. MonekynsipHas Macca 105-108 u BeIiie. [10 cTpoeHUIo 6IM30K K

AMUJIOIIEKTHHY. HQI/I T'HADOJIM3E DACIIETISAETCHA C 00 PA30BAHHWEM CHAYAJIA
JEKCTPDHUHOB, 3dTEM MAJIbTO3bIl 1, HAKOHEILL, I/TFOKO3bI.
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TTIOKO3HBIX OCTAaTKOB B UX [3-TTMpaHO3HON popMme, T.e. B MOJIEKYITE
1eJITF0/IO3bI [3-T/TFOKOMMMPAaHO3HbIe MOHOMEPHbBIE e IMHUIIbI TMHEHHO
CoeTMHEHbBI MeXy COO0H [-1,4-CBSI3SIMH.

B .8 8 .8
0

8

LieJU1Hos103a H

[Tpu vacTyHOM ruApoMM3e 06pa3yeTcs AUcAXapuz, ea1o01o3a, a mpu
o/IHOM — D-rroko3a. MonekyssipHast macca 1-2 MyH. Kinetyarka He
nepeBapuBaeTcss pepMeHTaMH JKeTyIOYHO-KUIIEYHOTO TPAKTa, TaK KaK
HAa6Op 3THUX PepMEHTOB Yy UeI0BeKa He COAEPXKUT [-TTFIOKOOKCHIA3Y.
BMecTe ¢ TeM M3BeCTHO, UTO NMPUCYTCTBUE ONITUMAIBHOTO KOJIMYeCTBa
KJIETYATKH B MHIIE CITOCOOCTBYeT popMHPOBaHUIO Kasa. [Ipu momHOM

VMCK/TIOYeHUH KIeTYaTKU HapylaeTcsi GOpMHUPOBaHUE KaTOBBIX MacC.




® XumuH - CTPYKTYPHBIA MOHMCAaXapH HU3IIUX PAaCTEHHI, 0COOEHHO
rpru6oB, a TakKe 6eCIT03BOHOYHBIX YXUBOTHBIX. COCTOUT U3 OCTATKOB 2-

aI_LETaMI/I,ZI,O-Z-,ILEBOKCI/I-D-I'JIIOKOBIJI, CBsI3aHHBIX Memp,y CO6OIL/’I B-1,4-
CBsA3sAMMN.
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Pucyiiox 4.11.2, Cxema HTK (o JIennmwusep A.)




~ Pucynox 4.11.1.
Iankoremn, Cxenia OKHCICHIS O LHOE
T aroxosn Kpaxnaasna MOUICIKNITLT IVIFOKO 3T 80
&, crmarara (no Jlesnnnssep AL).
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1.Pac
MOJIUCAXapUJ0B U JUCAXapPUI0B 10 MOHOCAaXapUIoB. BcackiBaHUe
MOHOCAXapU0B U3 KULIEYHHKA B KPOBb.

I 2 Noxissm ]




2.CuHTE3 U paciiaj T'TMKOI'€HA B TKAE

3.AHaspoOHOEe 1 adpOOHOe paclernieHHe ITIOKO3bl. B TKaHsx
CYIIEeCTBYIOT IBA OCHOBHBIX PaCra/ia TTFOKO3BI —
aHa’pOOHBIN MYTh IMIMKOIK3a (0e3 moTpebieHus
KHCJIOPO/Ia) ¥ a9POOHBIN My Th MPSIMOI'O OKHC/I€HHS
T/TFOKO3bI, MJIH, KaK €T0 Ha3bIBAIOT, IeEHT030(pochaTHHIHI
yTh (ITeHTO3HBIN LIHKII).

4.B3anmornipeBpalleHre rexkcos.

5.A3pOOHBIN MeTA0OTM3M ITUPYBATa. JTO MPOIEeCC BHIXOIUT 34
PaMKH YI/IEBOJHOTO 0OMeHa, OTHAKO, MOYKET
pacCMaTPUBAThHCS KaK 3aBEPIIAIONIAS €70 CTAIUS:
OKHCJIEHHE IMPOAYKTA IJTMKOIH3a — TUPYyBaTa.

6.HakoHell, BeCbMa BRYKHBIM SIBJISIETCS MTPOLLECC
ITTIOKOHEeOoTeHe3a, MM 00pa3oBaHMeE YI/IEBOJOB U3
HeYI/IeBOAHBIX MPOAYKTOB. TaKUMU NPOAYKTaMH
SIBJISIFOTCS, B IEPBYIO OYepeb, TMPOBUHOIPAHAS U
MOJIOYHASl KUCJ/IOTHI, IJIMLEPUH, aMUHOKHUCJIOTHI U PAJ
APYI'UX COeIVUHEHU.



IlepeBa BaHUE
—Paciierienre kpaxmasa (M IIMKOreHa) HAYMHAETCS B

POTOBOU MOJIOCTH TOJ, AeUCTBUEM aMHJIA3bl C/TFOHBI.

Nwmerorcs a-, - u y-amunaswvl. o-AMunasa pacuiensisiet
BHYTPEHHUE (0-1,4-CBSI3U, IO3TOMY €€ MHOT/Ia Ha3bIBAIOT

sugoamunasoii. COMEPIKUT B aKTUBHBIX LIEHTPAX UOHBI
Ka/IbLMsl. AKTUBHUPYETCSI OZHOBAJIEHTHBIMU MOHAMM
(MoHaMM XxJ10pa).

Ilox nevicTBHeM B—aMI/I]IaBI)I OT KpaxmaJia
OTILeTUISIeTCS AUCAXapUJ, MajibTO34, T.e. B—aMI/I]IaBa
SABJISIeTCSI DK30aMWJIAa30MU.

y-AMWUIIa3a OTLeNn/isieT OAUH 3a APYTUM ITTFOKO3HbIEe
OCTAaTKU OT KOHIIAQ MOJUI/IK)KO3UIHOU LIeTH.
Pa3/mmMyaroT KMc/ible U HEUTPAbHbIE Y-aMUJIA3kbl. Y-
AMmniasa J10KaJiM30BaHa B JIM30COMax — KUCasd,
HenTpa/bHasA — B MUKPOCOMax U ruajaoria3Me.



Iom menic -aMHJIa3bl MPOXO/ ba
aZia Kpaxmaia (I/MKoreHa) c oOpasoBaHHEM

OEeKCTPUHOB. 3aTeM MUlla, CMEIIUBASICh CO CIFOHOM,
morajaer B xenymok. Bokenyake (pH 1,5-2,5) pacmaza
IMpaKTUYeCcKy He mpoucxoauT. Hambosee BayxkHas
¢dasa pacrazia Kpaxmasa (1 [JIMKOreHa) IIPOTEKaEeT B
ABEHAALATUIIePCTHOU KUILIKE IMOJ JeUCTBUEM (-
aMMJIa3bl MOMHKETYIOYHOTrO CoKa. 3aech pH
BO3pacTaeT MPUOTU3UTEHFHO A0 HeHTPAaTbHBIX
3HQUEeHW U, U ITPU 3TUX YCJIOBUAX O-aMUIa3a
MAaHKPeATHU4IeCKOTO COKa 00/1a/laeT MaKCUMATbHOM
AKTUBHOCTBHIO.

PacienieHre KpaxMaJjia ¥ I/TMKOT€HA 10 MaJIbTO3bI
TIPOUCXOAUT B KUILIEYHUKE MMOJ, AeNCTBUEM TpeX
dbepMeHTOB — MAaHKpPeaTH4IeCKOM O-aMHJIa3hl,
AMHWHO-1,6-T/TI0OKO3M1a3bl U OJINI'0-1,6-T/TFOKO3UIAa3Hl.



O6pasyio a OKa3bIBAETCs TONE
TOPOAYKTOM, TaK KaK OHa OBICTPO THAPOTIAZYETCS MO/

BIHsIHMEM pepMeHTa MaibTashl (O-IJIFOKO3M/Ia3bl) HA JBE
MOJIEKYJIbI TJIIOKO3bI. KUIIIeYHBIN COK COTEPKUT TAKKe
AKTHUBHYIO Ccaxapasy, Mo, AeUCTBUeM KOTOPOU U3 CaXapO3bl
obpasyeTcs TTI0K03a U PPyKTO3a.

['mapomrs caxapos3bl CONPOBOXKAAETCSI U3BMEHEeHHWEeM 3HaKa
ONITUYECKOTO BPALLleHU s : MPaBOBpaAlllAlOIIas caxapo3a
MpeBPalAeTCs B I€BOBPALIAOIIYIO CMeCh ITFOKO3bI U
$pPyKTO3bI. DTy CMeCh Ha3bIBAJIM PaHbIIIEe MTHBEPTUPOBAHHBIM
CaxapoM.

JlakTO3a (B MOJIOKE) paCIIeIUISETCS A0 ITIOKO3bI M TaJIaKTO3bI
dbepMeHTOM JIaKTa301 KAIIeYHOTO COKa.

B KOHI1Ie KOHLIOB, YI/IeBOAbI MULLYA PACHAAAKTCS HA
COCTABJISIONIE MX MOHOCAXapuIbl (I/1l0K03a, GppPyKTO3a 1
rajlaKTo3a), KOTOPhIE BCACHIBAIOTCS KHUIIEYHOM CTEHKOM,
MOMAJAKT B KPOBb U 3aTeM B MeYyeHb. B nmeyeHun
IPEBPALIAOTCS B ITTMKOT€H, KOTOPBIM OTKJIaAbIBACTCS B
Ie4yeHOYHBIX KJIeTKax B ¢popMe cBOeoOpPa3HbIX, BUAHUMBIX MO/
MHKPOCKOTIOM OJIECTSIINX I'PAHYIL.



CUHTE3 IIUKOTreHa

YHUTAJIOCh, YTO IJIMKOTeH-pochopriaza
(dpochopuasa a) KaraausHUpyeT KaK paciiaj
IJTMKOTE€HA, TaK U eTr0 CHHTEe3, TOTOMY YTO B OIBITaX
OBLIIO TTOKa3aHO, UYTO ITTUKoreH-$pocdopuia3Has
peakiyst oopatuMa. OHAKO TOTOM YCTaHOBHJIU, YTO
B KJIeTKe pocdopriaza a KaTaIu3upPyeT TOITbKO
pacraj, I/TUKOTeHa, CUHTe3 YKe TTUKOTeHa

OCYLIECTB/IACTCA APYTHUM IIYTEM.

[Ipexxae Bcero, riroKo3a MmogBepraeTcs
dochopHIMPOBAHUIO TPH YYACTHH pepMeHTa
reKCOKMHAas3sbl, a B IeYeHU — U IMIIOKOKKWHa3kbl. /lanee
TII0K030-6-pocdaT nmog, BrusHreM GpepMeHTa
$ochormoKoOMyTassl MePEeXOIUT B TJTFOKO30-1-

docdar.




—

cocornokoMy Tasa

©® OO6pa30BaBIIUHCS TJTIOKO30-1-PpocdaT yrKe HeIroCcpeICTBEHHO
y4acTBYyeT B CMHTe3e I/inKoreHa. Ha mepBoii cragnu cuHTe3a
OH BCTYMaeT BO B3auMogeucrsue ¢ Y TP

(ypuguurpudocdar), o6pasys ypuanHarpocdaTIaIoKosy U
nupodocdar.




cpoccpaTypmuMH -TpaHcgepason (YOPT - nmpocbocqaopmnasom)

Yy pyaHdocdaTrriroxko=za (Y - rriroKko=a)




TJINKOTeHa, TPOUCXOIUT ITePEHOC TITIOKO3HOTO OCTATKA,
BXOZS1Eero B coctaB Y/ P-rnroKo3bl, HA IMTIOKO3UAHYS Lelb
ITMKOreHa ('3aTpaBo4yHoe" Komn4yecTBO). [Ipu aTOM
obpa3syeTcs o-(1—4)-CBsI3b MEXYy MIEPBBIM aTOMOM YI/IEPO/IA
m006aB/ISIEMOTO OCTaTKa IVTFOKO3bI U 4-THIPOKCUIBHOMN
IPYIIIION OCTATKA ITIOKO3BI LeNU. JTa peaKuus
KaTa/IM3UPYETCS [NIMKOTeHCUHTETAa30M.




33TeM BHOBb il
pochopunupyercs B YTD 3a cuer ATD, u Takum
00pa3oM, BeCh ITUKJI IIPeBpallleHUi IITI0K030-1-
docdaTa HaUMHaAETCST CHAYaJIa.

Pacnmag rimkoreHa i ocBOOOXKIEHHE IJIIOKO3bI

dochopriiaszel IepeBOAAT MOIHCAXaPUILI (B
YaCTHOCTH, [TUKOT€H) M3 3allacHOM (OPMEI B

MeTabo/IMYeCcKU aKTUBHYI0 GOpPMY; B TPUCYTCTBUH
docdopuriassl TUKOTEH paciafaeTcs C
o6pa3zoBaHueM pocpopHoro 3dupa ITTFOKO3bI
(rmroxo30-1-gocdar) 6e3 pacierieHus Ha 6osiee
KPYIHbIe 00JIOMKH MOJIEKYJ/IbI TTIO/IMCaXapH/Ia.




T

~—  IMoKo30-1-pocdar

® ®epmeHT dDocdopriaza cyliecTByeT B ABYX popmax,

OJiHa 13 KOTOpbIX (pocdopriasa a) akTUBHA, B TO
BpeMsI Kak apyras (¢pocpopunasa 8) 06bI4HO
HeakTHBHa. Pocdoprisiaza 8 COCTOUT U3 IBYX
cyobeauHUIL, a pochopriiaza a — U3 YeThIPEX.
[TpeBpamenue pocdopunassl 8 B pochopuiiasy a

ocyiecTBasieTcss pocoprarupoBaHreM OeslKa.

® 2 gpocgpopunasza 6 + 4 ATP ¢docoopunasza a
+ 4 AP

® KaranusupyeTtcs 3Ta peakiiysi pepMeHTOM,
KOTOPBIM Ha3bIBaeTCs KMHa30u Gpochopriassl B.




Pacrnan m cnmHTtes rnmkoreHa (cxema)
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: B000/IHOM TTIOKOSBIASES
I7TI0K030-6-pocdara B 1IedyeHH MPOUCXOTUT IO/
B/IMSITHUEM 2/1I0K030-6-dpochamaswi. /JlaHHBIN
dbepMeHT KaTaTu3UupyeT T'UAPOTUTHIECKOE
oTiierieHrue ¢pocdara

20 dH

q)ocq)ornrom} ] POKO30-6-
MyTasa ¢octarasa

g B 3H, B a
rnroKo30-1-docdar [FOK030-6-ocdar roKO3a
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'€HIIU I[IIOKO3BI,
~ NpOTeKaIINii B TKaHsX YeJ0BeKa U YXUBOTHBIX 6e3 IoTpe6/IeHus
KUCA0posa. KoHeyHbIM NPOAYKTOM ITIMKOINU3A SIBISIETCS] MOJIOYHAS
kucaoTa. B mpoitecce rmukonmm3a o6pasyroress AT® u MosioyHast KMC/IOTa

CoH1206 + 2A/IP + 2dH 2CH3CH(OH)COOH + AT® + H20

B aHaspoOHBIX YC/IOBUSIX TTIMKOMN3 — €AWHCTBEHHBIN MTPOIeCC B
YXMUBOTHOM OPraHW3Me, ITOCTABJ/ISIIOIIUU DHEPTUIO.

1 peakuus — pochopuaupoBaHue

3Hy

g O

rNHoKo3a [THOKO30-6- d)OCdJaT




2 peakiusa — mpeBpaiieHue Bo GpyKTo30-6-dpocdar (B mMpUCyTCTBUHN
KO(}aKTOPOB).

H 29 3H2 H 29
0

L

[ Ntoko30- 6- Pocthon3oMepasa

g B
(pyKTO30-6-hocear

3 pPeaKus Karaausupyercss pepMeHTOM pocPhoPpykimokuHa3oli 3a cyet
BTOpPOM MoseKynbl AT®

83,8 4H,

8,0 3H,
S S

&d)ocd)ocbpy KTOKI/IHaSa 2

g
¢pykTO30-1,6-andocdar




e E—
SAKILMS KaTaIU3upyeTcss GePMEHTOM a/lbI0/asoi.

ob6pasytorcs 2 pochoTprosbl. Peakiysi oopaTMa B 3aBUCUMOCTH OT
TeMIlepaTypbl

8 B 3H; =

H
3My - f 0 g ' —H
E a/ibgosia3a 25 é 29 3H2

vokemaLieToHbocdar rmuepanbaerng: 3-ocdar

® 5 peaxuus — usoMmepusanus Tpuosodpocdaron. Katanusupyercs

mpuo3ogochamu3zomepas3ol.




PaBHOBecvie TaHHOU N30MePa3HOM peaKuyin CAR
;.=-=--'-‘-'o’c' nrokeraleToHpocdara U OKOMAO0 5 /0
muiepanbaerua-3-pocdara. OmHaAKO B TOC/TEAYIONIME PEAKITUN
TJIMKOJIM3a MOYKET HeIlOCpeACTBEHHO BK/IIOYAThCSI TOIBKO OJWH U3 [IB
ob6pazyromuxcs Tpro30pocdhaToB, a UMEHHO rnnuepanbaerna—g—(bocc{:m

O6pa3oBaHueM mIHIepaabaerua-3-pocdara Kak Obl 3aBeplliaeTcs mepBas
CTaJWs TIMKOIN3A.

Bmopasa cmadus - Hanboee cIoXKHasA U BaXHast. OHA BKITIOYaeT
OKHC/IUTE/TbHO-BOCCTAHOBUTETBHYO PEAKIIHIO (PeaKIHIo
IJIMKOTUTUYECKOM OKCUPEAYKTAIMH ), COMPSDKEHHYIO C CYOCTPAaTHBIM
dochopunupoBanmnemM, B porecce KOToporo oopasyercst ATO.

B pesynbraTe mecToi peakuuu rivnepaabaerua-3-gocdar B
MPUCYTCTBUU PpepMeHTa rniiepasibaeruzdocdomeruiporeHassl,
kopepmenTa HA/I u Heopranudeckoro ¢pocdarta, mogBepraercs
CBOeoOpa3HOMY OKHCIEHUIO C 00Pa30BaHUEM 1,3-
;:mc])occgaTeruepHHOBof/’I KHCJIOTHI M BOCCTAaHOB/IeHHOU popmbr HAJ]
(HA/IH2). DTa peaxiiyist 6JI0OKMpPYyeTCst HOJI- I OpOMalleTaTom,
MpOTEeKaeT B HECKOIBKO JTATIOB.

O

C<
: e
+ HAL + H;PO, A -8 + HAOH,

|
B, 3H,

1,3- 6uchocdornmuepar




© JTo coemyHEHUE TIpeCTaB/IsIeT COO0M BbICO

EII—EI
B B 3H,

3-pocor nuuepar
© 8 peakius CONPOBOXAAETCS BHYTPUMOJIEKY/IIPHBIM IEPEHOCOM

ocTaBuIeics ¢pochaTHOM IpymIbl, U 3-pochOrTUIlepUHOBASI KUCTIOTA
npeBpainiaeTrcs B 2-$poc-GoranilepuHOBYIO KMC/IOTY. PeaKkiiys nerko
obpaTrMa, MpoTeKaeT B MPUCYTCTBHUU HOHOB Mg2+. KodakTopom
depmeHTa siBNIsIeTCS TakKe 2,3-6ncdocdormmuepruHoBas KUC/IOTA,
aQHAJIOTUYHO TOMY, KaK B (p0oCcPOr/IIOKOMYTa3HOM peaKIuu poab KopaKkTopa
BBITIOJTHSIIACh TJTFOKO-1,6-01docdaTom

O

v

“a

B 3Hy




O peaxiust KaTaTu3upyeTcss pepMeHTOM e

€eHOJ1a3a

H,0
dhochoeHoNnMpy BaT

AXTUBUpYeTCs AByXBaJIEHTHBIMU KaTUOHAMU Mg@2+ miu Mn2+ u
WHTUOUpYyeTCcst TOPUIOM.

10 peaKIjus XapaKTepU3yeTCsl Pa3PhIBOM BBICOKOIPIUYECKOU CBSI3U U
nepeHocom ¢ocdaTHoro octatka ot pocdonupysara Ha A[D
(cybcTraTuBHOEe pochopunrpoBanue). Katanusupyercs nupyBaTKUHA30M

LO A D ATD O

C C
¢ = > 2/ |
2

=
C=0
1 I

S




s peiicTBUSI MUPYBAaTKUHA3BI HEOOXOAME

11 peaKiusa — BOCCTAaHOB/IeHHe MUPOBUHOTPATHOM KUCIOTHI U
oOpa3oBaHMe MOJIOYHOU KUCIOTHI. KaTanusarop naxkrataerugporeHasa v
kopepment HA/IH2.

O HAOH, HALO ,O
-8
S

Cig C
I I
T e =
8 3 8 3

nakTar
(MoJIo4HanA KUCNoTa)

MN3BecTHO, 4YTO M3MeHeHre CBOOOIHOUM SHEPTUHU MPHU PacClelIeHUH
T/TIOKO3BI [IO IBYX MOJIEKY/T MOJIOYHOU KHCJIOTHI COCTAB/ISIET OKOJIO 210
K/x/monb, 13 HUX 126 K/DK paccerBaeTcs B BUJle Tenia, a 84 Kk
HaKarinBaeTcst B popme 6orarbix JHepruei pocdathbix csizeit ATD.

Taxum o6pazom, KI1/l anaspobHOTO rirKonsa 630K K 0,4 (84:210).
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1ponecc aH33pO6HOTO paciiad I'TMKOI'€Ha IMO/JIy41J/1 Ha3BdHHUE

IJIMKOTreHo/in3a. BoBineueHne D-r1ioKO3HbBIX €ANHUIL ITTUKOI'€HA B IIPpOLeCC

TJTUKO/IM3a TPOUCXOAUT MPHU YYACTUHU ABYX pepMeHTOB — pochopriiasel a
U pocho2atrokomymaswl.

OO6pa3oBaBUINIICS B pe3y/IbTaTe PeaKLMU ITTI0OK030-6-PpocdaT MoxkeT
BKJIFOYATHCS B MIPOLeCC ITMKOIN3a.

[Tocne o6pa3oBaHus TTIOK030-6-Ppocdara JanbHEHIIIME ITyTH TTUKOIN3a U
TJIMKOTE€HOJTH3a IMOTHOCTHIO COBITAAI0T

OH
[ nKoreH \ rNkoK030-1-ocdiar

Aw@ docdorNoKOMy Tasa
[
[ NtoKo3a >  [JIOKO30-6-(hoctar

Y
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i 1 TUIeCHEBBIMU
rprubaMu

C6H1206 ——=2+C2H50H + 2 CO2

MexaHuM3M peakIy 0YeHb CXOX C TIMKOTHN30M. PacxoxeHrie HAUMHAETCS
JIATITB TIOC/Ie Tarna oopa3oBaHus mupyBaTa. [Ipu ciupToBoM OGpoXXxeHUH
3TOT KOHEYHBIN dTAl 3aMeHeH ABYMSI IPYTUMHU pepMEHTATUBHBIMH
peaKuusIMu — nupysamaoexkapbokcunasHol v anko2oibdecudpo2eHa3HouU.

B npoxOKeBBIX KJIeTKaX MUPYBAT BHAYasle MOoABepraeTcs
neKapOOKCHITMPOBAaHMIO, B pe3y/IbTaTe Yero o0pasyeTcs aleTaabAeTr /.
JlaHHast peakiysi KaTaau3upyeTcs pepMeHTOM
MAPYBaTAeKap0OOKCHUIa30¥, KOTOPBIi TpeOyeT HaIMYHsI MOHOB MarHus
(2+) 1 kopepmenTa Tuamurnupodpocdara (TT1P)

CO2
CH3COOH CH3CHO

3areM 06pa30BaBIINIICS ALleTAABIETU, IPUCOeUHSIET K ceGe BOIOPO/,
otuwerieHHbIM oT HA/ITH2,




CH3CHO _~CH3CH20H

TakuM 06pa3oM, KOHEYHBIMU MTPOAYKTAMU CITUPTOBOTO OPOXKEHHU S
SIBJISIFOTCSI 9TAHOJI Y JUOKCH/J, YITIEPOJQ, & HE MOJIOYHAS KUCJ/IOTA, KaK IIPU
IJIMKOJIU3E.

[Ipo1ecc MOTOYHOKHMCIIOTO OPOYKEHUST UMEET OOJTBIIOE CXOACTBO CO
CITUPTOBBIM OpPOYXeHHEM, TOTHLKO MHUPYBAT MTPU 3TOM BOCCTaHAB/IMBAETCH.

Kpome sToro, cyliecTBYIOT U pyrre BUABI OPOXXEHMS, B pe3y/IbTaTe
KOTOPBIX 0OPa3YyIOTCS: MPOIMMMOHOBAS, MAC/ISTHAS, STHTAPHAST KUCIOTHI MJIH
Ipyrue coefiHeHUs.

BriroueHue aApyrux yrieBoioB B Mpoliecc OpOXXeHUs

bpoxeHre GppyKTO36I B KOHEYHOM MTOTE MTPUBOIMT K IJTHIIePa/TbAET U/ I-3-
docdary u masee ugeT MO MyTH ITUKOTHA3A
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ne3 2nKo3bl U
__npodykmos. Takumu HpO,ZLYKI/ITaMI/I,
SIBJISIFOTCSI B TIEPBYIO OU€peab MOJIOYHAS U
MTUPOBUHOTPAIHASL KUC/IOTHI, TAaK Ha3bIBae€MbIe
TJTUKOT€HHbIE AMUHOKHUC/IOTHI, TTUIEPOJT U PSIJT, IPYTHUX

coeaguHeHUH. [Iponecc naer B neyeHU U MOYKaAX.

BombITMHCTBO CTaguii ITIOKOHEOTeHe3a Mpe/ICTaB/IsIeT
cob6oti oOpaleHre peaKIuil ITMKO/MN3a. TOMbKO TpU

PeaKIMH IMTMKO/IM3a (reKCOKMHa3Hasl,
dochoPppyKTOKHMHABHAS M TUPYBaTKMHA3HANA)
HeoOpaTHMbI, TO3TOMY B IIpoIecce ITIOKOHeoreHe3a Ha
TpeX dTallax UCIIOAb3YIOTCS Apyrue GpepMeHTHI.

O6pas3oBanue pochoeHONMUPYBATA U3 MTUPYBaTA
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Mex [ TEHCHUBHO
MBILIEYHOU TKAHU IPU €€ aKTUBHOU JeSATe/IbHOCTH,
Y TJTIOKOHEeOTeHe30M, 0COOeHHO XapaKTePHBIM LIS
IMe4YeHOYHOM TKaHU, CYLLeCTBYeT TeCHas
B3aHUMOCBS3b.

[Tpu MakcHMMaTbHOM AKTUBHOCTH MBIIIIIT B
pe3y/ibTaTe YCUIeHUs TITUKOJIN3a 00pa3yeTcs
M30BITOK MOJIOYHOU KHUC/IOTHI, AUPPYHIUPYIOIIEH B
KPOBb, U B TIe€YeHH 3HAYHTE/IbHAS €€ YaCTh
IpeBpalllaeTcs B IJIIOKO3Y (IJIFOKOHeOoreHe3s).
OO6pa30oBaBIIasics B IEYEeHH ITTI0KO3a 3aTeM MOXKET
OBITH MCMOTb30BaHA KaK dHepreTu4decKHUi cyoCTpar,
HeOoOXOTUMBIH /IS IeSITe/TbHOCTU MBILIIeYHON TKaHMU.




OxucmuTenbHOE I OOKCHITUPOBS
INPOBAHOIPAHON KHUCIOTE

OkucieHue mupyBaTta 70 anetua-KoA (kosH3uM-A)

MIPOMCXOAUT MPH YYACTHUHU psifia pepMEHTOB ¥ KOGEPMEHTOB,
00beIMHEHHBIX CTPYKTYPHO B MyJIbTU(PEPMEHTHYIO CHCTEMY,

MOTYYMBIIYIO Ha3BaHUE TUPYBATAEI U/IPOTeHa3HbIM
KOMNaeKc

Ha nepBoii cTagyu 3TOro mpouecca nupyBar TepsieT CBOIO
KapOOKCHJIBHYIO TPYIIITy B pe3y/IibTaTe B3aUMOAEHCTBUS C
tuamuHonupodocdarom (TTIP) B cocTaBe aKTUBHOIO LIEHTPa
bepmenTa nupysataeruaporerassol (E1). Ha Bropoii ctagum
OKCUATHUIBbHAas rpymnna komriekca E1-TTIOP-CHOHCH3
OKHUCJISIETCS C 00pa30BaHMEM aLleTU/IbHOM I'PYHITbI, KOTOPast
OJTHOBPEMEHHO MePeHOCUTCSI HA aMU/l, TUTIO€BON KUCTOTHI
(kodepMeHT), CBA3aHHBIM C pepMeHTOM
neruaponumnoanetTunaTpancepasoii (E2). Itor pepmenT
KaTaJIM3UPYeET TPETHIO CTAAUIO: TEePEHOC alleTUIbHOM I'PYHITbI
Ha k03H3UM-A (HS-KoA) c o6pasoBaHreM KOHEYHOTO
MPOAYKTA aueTnuna-KoA, KOTOpPbIU SABASETCS
BbICOKODHEPreTHYeCKHUM (MaKpOIPTrUYeCKUM) COeHEHHEM.




auruaponunoamuzga-Ei. I[Npu yqactum pepmenTa
nuruaponunovageruaporexdassl (E3) ocyiiecTBisieTcs nmepeHoc
aTOMOB BOJIOPO/Ia OT BOCCTAHOB/IEHHBIX CyTbPTUAPHUIHBIX TPYIITT
aurnaponunoaMuaa Ha PA/l; KoToprelil BEITTIOTHSIET POb
MIPOCTEeTUYECKON TPYIIBI TAHHOTO pepMeHTa ¥ TPOYHO C HUM
cBsi3aH. Ha nisiToii ctaguu BocctaHoBineHHbIN PA JTH2

TUTHUPOTUTIONETUIPOTeHA301 MepeJaeT BOJZOPo, Ha KopepMeHT
HA/I c o6pazoBanmem HAJTH2.

CyMMapHO peaKIUI0, KaTaTUu3uPyeMyI0 M1pyBaTAeruporeHa3sHbIM
KOMIUIEKCOM, MOYKHO TTPeICTAaBUTh CJIeAYIOIINM 00pa3om

[TupyBar + HAZI+ + HS-KoA aunetun-KoA + HAJH2 +
CO2

Peakiius cONpoBOXKAA€TCs 3HAYUTETbHBIM YMEeHbIIEHHEM
CTAaHAAPTHOM CBOOOAHOM JHEPTHH U MPAKTHYIECKHU
HeoOpaTuMa
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©® (OO6pa30BaBIIHICS B MPOIleCCe OKUCTUTETBHOTO AeKapOOKCHUTMPOBAaHHUSA
auetni-KoA nmoaBepraetcs janbHeHIIeMy OKUCIEHHUIO C 00pa3oBaHHEM B
xoHegyHOM mTore CO2 1 H20: monHoe okucienue aretria-KoA
IIPOMCXOJUT B IIMKJIe TPUKAapOOHOBBIX KHCIOT (1imka Kpebca). dtoT
MIPOIIeCC, TaK YKe KaK U OKUCTUTE/TbHOEe IeKapOOKCH/TMPOBaHMe MUPYBaTa,
MIPOUCXOAUT B MUTOXOHIPUSIX KJTETOK.




UK T OBBIX KHMCJAOT (113

" IJuxa Kpe6ca - 06wuti KOHeuHbIl Nymb 0KUC/IeHUa dyemubHblx epynn (8
gude auemun-KoA), 8 komopsle npespawiaemcs 8 npouecce kamaboausma
60/1blan 4acmb OpeaHU4eCKUX MOJIeKYJl, U2PAWUX POJib 'K/1eMmo4YH020
monauea” — y21e60d08, HCUPHbBIX KUCA0M U AMUHOKUCIOM.

MTtak, 06pa30BaBIIMIACS B pe3y/bTaTe OKUCTUTETBHOTO
neKapOOKCH/TMPOBaHUSI MMPyBaTa B MUTOXOHIPUSIX, aneTr-KoA
BcrymaeT B quka Kpe6ca. JJaHHBII UK/ MPOUCXOOUT B MaTPUKCe
MHUTOXOHAPUMN U COCTOUT U3 BOCBMU I1OCJ/I€JOBATE/IbHBIX PEAKIIWH.

HaunHaeTcst nyki ¢ koHgeHcauuu auetrun-KoA ¢ okcanoanerarom u
0OpasoBaHMsI TUMOHHOM KUCIOTHI (IIUTpaTa). 3aTeM JTMMOHHAsI KHUC/IOTa
myTeM psifia IeTuAPpHUPOBAHUI U ABYX TeKapOOKCUIUPOBAHUM TepsieT IBa
yI7IepOHBIX aTOMa U CHOBA B ukie Kpebca nmpeBpaiaercs B
OKCAJ/I0ALIeTAT, T.€. B pe3y/IbTaTe MOTHOTO 000POTA IIMKJ/IA OJHA MOJIeKy/a
anetu-KoA cropaer 70 AMoKcHUa yriaepoa v BOJbl, 2 MOJIEeKy/Ia
OKCajioaleTaTa pereHeprupyeTcs




® Ilepesasn peaxkuusa KaTanusupyercsi GeEpMEHTOM HUMPAMCUHMemasoli.
[Ipu 53TOM anleTrnbHasA rpymnia auetna-KoA KoHaeHcupyeTcs C
OKCAJIOAIeTaTOM, B pe3y/IbTaTe Yero 0OpasyeTcsi TMMOHHAsI KUCI0Ta
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KMC/IOTBI, KOTOPast, TPUCOEIUHSISI MOJIEKYITY BOJIbI, TIEPEXOIUT B
HM30JIMMOHHYIO KUC/IOTY (M3onuTpar). Karaniusupyer st o6parrmpie
pPeaKIny I'uapaTalur-AeruapaTanuy GepMeHT aKOHUTATTH/IpaTasa
(axoHMTa3a)

A .8 H,0 H,0 B

| o \

7— 8
H,0 g

H,0

LINC-aKOHUTAaT n3ouuntpar

® Tpemwbsa peaxkuusn, MO-BUAVUMOMY, TUMHUTHPYET CKOPOCTH 1TuKiIa Kpebca;
W30/IMMOHHAs KMCJIOTA AeTuapupyetcs B npucyrcrsun HA/Jl-3aBucumoi
M30LUTPATAETUAPOTE€HA3bI
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o-KeTorslyTapar



© B xozae n3ouuTparaerugporeHa3Hou peaKiiny 136
T e e AN -
OJHOBPEMEHHO JIeKapOoKcuInpyeTcsi. Kpome-Toro,$pepMeHT Jis
IIPOSIBJIEHUSI CBOEM aKTUBHOCTHU HY)XXJAeTCsl B MOHax Mg2+ van Mn2+.

Bo Bpems uemeepmoti peakuuu TpOUCXOIUT OKUCTIATETBHOE
IeKapOOKCHIMPOBaHHE K-KeTOTTYTAPOBOM KHUCIOThI C 00pa3oBaHHEM
BBICOKOIPTUYECKOT'0 COeJUHEeHUS — CYKIMHUI-KoA
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CyKUMHUIT-KOA

ITamasa peaxuus KataausupyeTcsi pepMeHTOM cykuuHu1-KoA-
cunmemasotu. B xope aTo peakumu cykuuHua-KoA nipu yyacrum [/1P n
HeopraHuvyeckoro gocdara mpeBpauiaeTcs B SHTAPHYIO KUCJIOTY
(cykumHaTt). OZHOBpEMEHHO MPOHCXOAUT 0Opa30oBaHHe
BbICOKODprudeckoit pocharHoii cBsas3u ['TP 3a cyeT BBICOKOIPTHUUECKOM
TUOo3(pUpHOU cBA3U cCyKIUHUI-KoA
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pymapamzudpamaswi (pymapassi). [TpogyKTOM peakiivu siBIsSIeTCS
s16/104HasA KucaoTa (Masar)
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Maviarger naporeHasa

OKCavloauerar

® Kak BUAHO, 32 OgWH 000POT IIUKJIA, COCTOSIIIETO M3 BOCBMH
bepMeHTaTUBHBIX peaKIUil, IPOHCXOAHT ITOTHOe oKucaeHue ("cropanue”)
ofgHO MoeKysbl atleTi-KoA. [l HeripepbIBHOM pabOThI IIMKJIA
HeoOXOJUMO TIOCTOSTHHOE TIOCTYTIJIeHHE B cucTeMy aneTun-KoA, a
xodepmenTsl (HAl+ 1 HA/IH2), mepeieaiirie B BOCCTAHOBIEHHOE
COCTOSIHHE, TODKHBI CHOBA U CHOBA OKUC/ISITHCS.
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IenTo30QochaTHRIN NYTH OKY |

PACXOXKIEeHUe ITyTeu OKI/ICJIEHI/II/I‘IECKOI'O
(ks Kpeb6ca) u meHT030¢0CchaTHOrO — HAUMHAETCS CO
cTaauu 00pa3oBaHUs rekcozoMoHopocdara. Eciu rmoko30-6-
docdar nzomepusyercst BO PpyKTo30-6-dpocdar, KOTOPbIit
dbochopunmpyercst BTOpol pas v IpeBpaliaeTcs BO
dpykTOo3e-1,6-6udocdar, To B 3ITOM CiIydae AaTbHEUITHI
Pacxo/i yI/IeBOAOB IMTPOUCXOJUT MO OOBIYHOMY
TTTUKOTUTUYIECKOMY ITyTH C 00pa3oBaHUEM ITUPOBUHOTPAZTHOM
KUCJIOTBI, KOTOPasi, OKUCJSISICh 0 aueTun-KoA, 3atem

" n
cropaet' B 1inkiie Kpebca.

Ecn yxe BToporo pocpopunnpoBaHus rekco3o-6-dpocdara He
MIPOUCXOIUT, TO PocHOPHITUPOBAHHAS TJTFOKO3a MOYXKET
MTOZBEPTaThCs MPSIMOMY OKHCIEHHUIO 10 GOCPOTeHTO3.
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PeaKIMIX YIJIeBOJTHOTO OOMeHa: KoHUeHmpayus cybcmpamos,
codepxcaHue npodyKkmos (Mema6oaumos) omadenbHbix peakuyutl,
KUCNI0pOOHDBIU pexcum, memnepamypd, NPoHUYAemocms buoao2u1eckux
MemOpaH, KoHUeHMpauusa KopepmeHmos, He0ob6xodumblx 019 0MAenbHbIX
peaxkuuti, u m.o0.

Y uenosexa u #usomHbslx HA 8cex cmadusx cuHmesd u pacnada y2n1e80008
pe2ynayus yenegodHo2o obmeHa ocywecmaasemes npu yvacmuu LIHC u
20pMOHO8. B pecynsiyuu yenegodHoz2o obmeHa ocobas poanb npuHadaencum

gbicwemy omdeny LIHC - kope 201081020 mo32a. Hapady ¢ LIHC, saxcHoe
8/IUSTHUE HA codepycaHue 2/110K03bl 8 KPOBU 0KA3bl8AIOM 20PMOHAIbHbIE
(akmopwl, m.e. pe2yiayusl ypogHs 2J1I0K03bl 8 KPOBU OCYyUW,eCMEISeImcs
LIHC uepe3 psad s3HOOKpUHHbIX JHcenes.

Hapywenus yanegodHozo obmeHa




NOPbIX-COCIMOAHUAX MO

108bllUWeEHUE COOPHCAHUS 21H0KO3bL 8 KPOBU —
sunepzaukemus, ad makyce IOHWXKeHUe
KOHLEHTPALUU TJTFOKO3bI — 2UNO02/IUKEeMUS.
['neprivikeMus sIBJSIETCS TOBOJIbHO YAaCThIM
CHUMIITOMOM TPH PA3TUYIHBIX 3a00/IeBaHUSAX, TIPEXKIE
BCET0, CBSI3aHHBIX C MOPaYKeHHeM SHIOKPUHHOU
CHUCTEMBI.

Caxapnwiii duabem. B perynsiiuu I/IMKOMW3a U
TTIOKOHeOoTeHe3a OOJIbIIYIO0 POJTb UTPAET UHCY/THH.
[Ipy HEIOCTAaTOYHOCTH MHCY/TMHA BOSHUKAET
3a601eBaHNe, KOTOPOEe HOCHUT Ha3BaHME CaXapHOTO
nuabeTa (runepriaivukeMus ).

[Ipu 3TOM MBIlIIeYHasI TKAHb YTPAYUBAET
CITOCOOHOCTD YTHIU3UPOBATh INTIOKO3y KPOBH.




B neuenu Impn1 0011[eM CHIDKEeHWN UHTEHCHUBHO
’\

bIX K : MPOAYKTOB
pacna;:ga I'JIIOKOBI)I) Hab/II0/IaeTCs YCUIeHHBIU CUHTe3 pepMEHTOB

TTIOKOHeoTeHe3a. [Ipu BBeieHM MHCYTMHA 60/TBHBIM AHAbeTOM
MTPOUCXOAUT KOPPEKIUS MeTAOOTMYeCKUX CIBUTOB, HOPMAa/TN3yeTC st
MTPOHUIIA€MOCTh MEMOPaH MbIILIEYHBIX KJIETOK JJI5I T/TFOKO3BI,

BOCCTaHAB/IMBA€TCA COOTHOLIEHHNE MEXAY INTMKO/IN30M U n
[JIIOKOHeoreHe30M. MIHCYTMH TakyKe MHAYLIMPYeT CUHTEe3
[JIMKOT€HCUHTEeTA3hl.

['MmepriimkeMyst BOSHHUKAET IMPU 3a00/1eBaHUSX
TOJYKeTyLOYHOM YKele3bl, PAaCCTPOUCTBAX APYTUX
SHIOKPUHHBIX )KeJie3, BOSHHUKAeT MHOTAa TpH OepeMeHHOCTH,
npu opraHnydeckux nopaxenusx LIHC, paccrporicTBax
MO3TOBOT'O KPOBOOOPAIIIEHUS TN COTTPOBOXKIAET
3a00/1eBaHUSI TIEYEHU.

B HOpMe K03 dPuIiirieHT caxapHOI Harpy3KHU COCTABISIET
okos10 50 %.




A — ypPOBEeHb IJTFOKO3bI B KDOBY HATOLIAK;

B — MakcuManbHOe cofep)XaHue IMTI0KO3bl B KPOBU MOC/IEe HATPY3KHU
TJTFOKO30M.

TI'unozaukemusn HepexKo CBsI3aHa C TIOHKeHHueM QYHKIIUN Tex
SH/IOKPUHHBIX YKeJie3, MOBbIlIeHre PYHKIIUI KOTOPBIX TPUBOAUT K
TUNEePIINKeMUH. [MIIOT/TMKeMUST MOXKET OBITh BhI3BaHA TOJI0TAHUEM,
MPOAO/DKUTENHFHOU PpU3mIecKoit paboToit, mprueMom [3-
raHT/TNO06/I0KaTopoB. HU3Kkuii ypoBeHB ITFOKO3bI B KPOBU MHOT/IA
OTMeYaeTcsi MpyU 6epeMeHHOCTH, TAKTall|H.

I'ntoxo3ypusa. OGIYHO MPUCYTCTBHE TTIOKO3bI B MOYe (T/TFOKO3ypHSI)
SIBJISIETCSI Pe3y/IbTaTOM HapyIIeHUs YITIEBOJHOTO OOMeHa Ha IMoYBe
MAaTOIOTUYECKHUX N3MEHEeHUH B TTOKeTyJOYHOM Xejle3e (caxapHbIi
nrabeT, OCTPhIM MAaHKPEATHUT U T.1.).

OTpaBnenne MOpGUHOM, CTPUXHHUHOM, XJI0poPopMoM, pochopoM Taroke

OOBIYHO COTIPOBOXK/IAETCS T/TIOKO3ypHEH.




H3meneHue y21e600H020 06MmeHa npu 2UNE
W TAPYBATA OT UHTEHCUBHOCTY
“T/IMKO/TM3a HAOJTI0IAeTCs Yallle BCero MpH r'MIMOKCUYeCKUX COCTOSTHUSX,

00yC/IOB/IEHHBIX Pa3/TMYHBIMM HAPYIIEHUSIMHA KPOBOOOPAIIeHUS WU

IOBIXaHUSI, BRICOTHOM 00J1e3HBI0, aHEMUEM, MMOBBIIIIEHHEM aKTUBHOCTH

CHCTEMbI TKAaHEBbIX OKHCTUTETbHBIX pePMEHTOB ITPU HEKOTOPBIX

MHPEKIUSAX U THTOKCUKAIUSX, TUTIO- U aBUTAMUHO3aX, a TAKKe

Pa3BUBAETCS B pe3y/IbTaTe OTHOCUTE/IbHOW I'MIIOKCUU ITPU Ype3MepHOU
MBILLIEYHOM padoTe.

I'nukozenoswl. Py viccmenoBaHHBIX OOe3HEH CBSI3aH C HapyllleHUeM
oOMeHa ITMKOoreHa. DTU 00JIe3HH TTOJTyYHTA Ha3BaHYe TITMKOTeHO30B.
OHU BO3HUKAIOT B CBSI3U C 1ePUITUTOM HJTH TTOTHBIM OTCYTCTBHEM
dbepMeHTOB, KaTaTU3UPYIOIIUX TPOIeCChl PacIiaia MM CUHTEe3a
TJTMKOTE€HA, ¥ XapaKTepPHU3YIOTCS U30BITOYHBIM €ro HaKOTIJIEHUEM B
pa3/JIMYHBIX OpraHax 1 TKausx (6omesnu ['vpke, [Tomme, Pop6ea, Kopw,
Angepcena, Mak-Apaia, ['epca, Tomcona, Tapau, Xara).

I'nuxozenosz I (I'mpke) Hac/emyeTcs IO ayTOCOMHO-PEIIeCCUBHOMY THITY.
[IaTo/mornyeckrie CAMIITOMBI IPOSIBASIOTCS Y)Ke Ha IePBOM IOy XXU3HU
pebeHKa: yBe/lMYeHa nevyeHb, HepeIKO yBeTMUeHbl B pa3dMepax MOYKH.
Cyzopora, 3aiep)XKa poCTa, BO3MOXXeH alia03. B KpoBu MoBbILLIEHHOE
KOJIMYeCTBO JIAKTaTa U MAPyBaTa.




