~ YIJIEBO/p!




@ YI'JIEBO/Ibl - opraHuyeckmne coeaAnMHEHuUA,
coJeprKalwmeca Bo BCeX TKAHAX OpraHM3ma B
CO6CTBEHHOM BMJE B COeAMHEHMUAX C
JIMNNaMn N 6esikaMu U ABNAKLWLMECH
OCHOBHbIM UCTOYHUKOM SHEPIUM.

® BnepBble TepMUH «yrneBo/bl» OblJ
npeanoxeH npodpeccopom JepnTcKoro (HbiHe
TapTyckoro) yHuBepcuteTa K.I'. LUMmMATOM B
1844 r. B 10 BpemAa npegnosarasam, 4to BCe
YyrieBobl MMEIT 0OLY0 (opMyny

Cm(H2 O)n, 1.e. yrnesoa + Boga. Otcrioaa
Ha3BaHME «Yr/1eBObl>.



XUMUSA YyrneBosioB 3aHUMAET OAHO M3 BeAYLMX
MECT B MCTOPMM Pas3BUTUA OpraHMYECKOU XMMMUMN.
TPOCTHUKOBBIM Caxap MOXHO CYMTATb NEPBbIM Op-
raHMYeCKUM COeaMHEHMNEM, BblAE/IEHHbLIM B
XMMMYECKU YUCTOM BUAE. XMMUYECKAA CTPYKTYypa
NpoCTEULUMX Yr/IEBOJOB Obl/1a BbIICHEHA B KOHLIE
XIXB. B pesysibTate (yHAAMEHTA/IbHbIX
nccnenoBaHum 3. duwepa. 3Ha4YMTENbHbIU BKIA/J B
M3y4yeHue yraneBoZ 0B BHEC/IM OTeYECTBEHHbIE
yyeHble A.A. Konau, I1.11. LLlopbirunH,

H.K. KoyeTkoB 1 ap.

B 20-e roapl HbIHELHErO CTO/IETMA paboTaMM
aHrIMMCKOro uccnegosartens Y. Xeyopca 6buim
3a/10}K€Hbl OCHOBbI CTPYKTYPHOU XMMMMU
noJsincaxapmaos.

Co BTOpPOM NM0/10BMHbI XX B. MPOUCXOAUT
CTPEMMTENIbHOE Pa3BUTUE XMMMU U BUOXMMUM
Yr/1eBO0B, 06YCJIOBJIEHHOE MX BaXKHbIM
OMOIOrMYECKUM 3HAYEHMEM



OYHKUMM YrNeBOJOB B OpraHM3Me:

©

JHepreTM4yeckas - NpemMMyLLeCcTBO Yri1€eBo0B
COCTOMT B CNOCOBHOCTM I/IHOKO3bl OKUCIATLCA KaK B
a3pPO6HbIX, TaK U B aHA3POOHbIX YC/I0BUAX;

3alWMTHO-MEXaHMYeCKasA - OCHOBHOE BeLLeCTBO
TPYLLMXCS MOBEPXHOCTEN CYCTaBOB, B COCyAaX,
CJIM3UCTBIX;

OnopHaA - uennnnosa B pacTeHUax,
XOHAPOUTUHCYIbdAT B KOCTMU;

CTpYKTYpHas - B COeMHUTE/IbHOMU TKaHM, 060/104Ke
6aKTepHasibHbIX KNETOK;

['MAPOOCMOTMYECKAA U MOHPETYINPYIOLLAA -
MYKoOMoJIncaxapmabl 06/1aJat0T BbICOKOM
rMApPOPUIbHOCTbLIO, OTpULLATE/IbHBIM 3apAA0M U,
TaKUM 06pasoMm, yaepxusatoT H20, Ca2+, Mg2+, Na+,
B MEKKJIETOYHOM BELLECTBE M ONpPeAeNsaoT Typrop
KOXM, YNPYrocTb TKaHEM;

KodakTopHas - renapuH aBaseTcs KopakTopom
IMNONPOTEMHAMNASbI N1a3Mbl KPOBU M (DEPMEHTOB
CBEPTbIBaHMA KPOBM (MHAKTMBUPYET TPOMBOKMHA3Y).



KNACCUOUKALMA

Yrnesoabl MOXHO onpeaesimTb Kak
aZibaeruaHole nam KeToHHble Npou3BoaHble
NOJIMaTOMHbIX (CoAeprKallumx 6o1ee oHOM
OH-rpynnbl) CNIMPTOB MM KaK COeaMHEHUA,
Npu rmMaposiM3e KOTOpbIX 00pa3ytoTca 3TH
NPOU3BOAHbIE.

YrneBo/bl AeNnAT Ha 3 OCHOBHbIX Kiacca:
MOHocaxapudsbl, ducaxapudbsi U
noJiucaxapuosl.



MoHoMepHble  ¢opMbl, coaepxXaTr oT Tpex Ao
BOCbMM aTOMOB YyrpepojJa W JAenaT Ha /[Be
OCHOBHbI€ Ipymnmnbl: KETO3bl M a/IbJ03bl.

B KeTo3ax KeTorpynna pacrnosioxeHa B J1t060M YacTu
MOJIEKY/Ibl KpPOME €€ KOHLUOB, a B aJibjo3ax
3aHMMaeT KOHUEBOE TMO0JIOXKEHME, YTO HarnagHo
JEMOHCTPUPYIOT CTPYKTYPbl (PPYKTO3bl (KeTo3a) M
rJ1I0KO3bl (an1b403a).

Puc. 1. D-Opykrtoza (1), D-I'noko3a  (2)
CH,OH MC==0
(==0 H(OH
HOCH HOCH
HCOH H(OH
HCOM HCOM
CH,OH ﬁuznn



MoHnocaxapuabl — YyIJIEBOJBI, KOTOPhIE HE MOIYT
OBITh paCHICINIEHBI JO ©OoJee MOPOCThIX (HOpM
(m1roko3a, ppykrosa). MIX MOKHO paccMaTpHuBaTh Kak
IIPOXU3BOIHBIC MHOTOaTOMHBIX CIIUPTOB,
coaepKale KapOOHUIBbHYIO (aJbACTUAHYIO WU
KETOHHYI0) rpynmy. Ecim kapOOHWIBHasg TIpylna
HaXOAUTCS B KOHIIE IIeNHd, TO MOHOCaXapu
IpEICTAaBIsICT COOOM albJeruJi M  Ha3bIBACTCS
anbJ1030M; NpH JIIOOOM APYrOM MOJOXKEHHHU ITOM
IpyOIibl  MOHOCaxXapujJ  SIBIISISTCS KETOHOM U
Ha3bIBACTCS KETO30MU.

B  3aBHCMMOCTH OT 4HCIa COAEPXkKAIIUXCA B MX
MOJICKYJI€ aTOMOB YIJIEPOJa: TPHUO3bI, TETPO3HI,
[ICHTO3bI, TEKCO3bI, T€OTO3bI, OKTO3HI:



[pocTenwme npeacTaBMTENIM  MOHOCAxXapuaoB- TPUO3bl:
ravuepanbgermg M AUOKCHMAUETOH. [lpy  OKUCNEeHUM
NepBMYHOM CMMPTOBOM TPYMMbl TPEXAaTOMHOrO CAMpTaA -
ravuepona- obpasyetca ravuepanbgeru (anbaosa), a
OKMC/IEHWE BTOPMYHOM CNUPTOBOM Tpynmnbl MPUBOAUT K
06pa30BaHUI0 AMOKCHMALLETOHA (KeTo3a).

CH,OH
EroH
CIHQOH
A CH,OH
S iAoy CIZHQOH



MoHocaxapuabl 06pa3yoT ABa BuAa ONTUYECKUX
msomepos: D un L dopmbl. D cTtepeomnsomep
BpawaeT MNJIOCKOCTb MOJIAPM30BAHHOIO CBETa
BNpaBo, a L dopma Bneso. B opraHmsme
yeJsloBeKa M XMBOTHbIX wucnonbsyetca D
M30MEPbl, KOTOPblEe BCTPEYalTCA, B OCHOBHOM,
B LIMKMYECKOMN popMe.

MoHocaxapuabl MOryT MOCTyNaTb B OpraHM3m B
CBO6OHOMU dopme C MULLEN MU
06pa30BbIBaTbCA M3 MOJIMCAaXapuaoB B npolecce
MX pepMEHTATUBHOIO r’MAPO/IM3a B KeYJ04YHO-
KMWIEYHOM TPaKTe MM KNeTKax. B KpoBu oHMU
NPUCYTCTBYIOT B CBO6OJHOM BMAE, A B KJETKaX
NpeENMYLLECTBEHHO coZleprKarcs
docdhopmampoBaHHble POPMbI.



IIeHTO3BI U I€KCO3bl CYILIECTBYIOT OOBIYHO B IUKJIMYECKON (popMe, KOoTopas
oOpa3yeTcsi B pe3yJbrare HYKICOPWIBHOW arakd aroma YyIIepoja
KapOOKCHJILHOM TpyIbl aTOMOM KHCJIOpOJa JOCTaTOYHO YAaJICHHOMN

TUJIPOKCUIIBHOW TPYIIIIBI
’.

HOCH, CH,0H

H HO
CH,0H / B H

I H H
C Q 0 OR \ [ KO3 IHBIH

a,D-(pykrodyparosa (HoyaneTasHai)

CH,0H THIDOKCHA
\, HocH 0L oK
H HO 1
H CH,OH
OH H

B,D-(pykrodypatosa




OOpazoBaHWE  [UKJIMYECKOM  (POpPMBI  CONPOBOXKIACTCS  IOSBJICHUEM
JOTIOJTHUTEJIBHOTO XUPAJbHOTO IEHTPa W HOBOM THUJIPOKCUIBHOW TPYMIIHI,
KOTOPYIO HAa3bIBAOT [JIMKO3UJHOW. OTOT aroM YIJIEPOJa HAa3bIBAIOT

aHOMEpPHBIM. AHOMEPHI 0~ U B-aHOMEPbI (POPMUPYIOT YIJICBOIbI, PA3TNYACMBbIE
1o (PU3NKO-XUMHUYECKUM CBOMCTBAaM M Ononorndeckum pyHknusM. Hampumep:

a-D-1mrok03a SIBJISIETCS CTPYKTYPHOM €IMHUIICH MOJMcaxapuja aMuiIiossl, a 3
-D-mitok03a-1esuiroio3sl

Il()('ll,,x‘()x\ CH.OH
2 o o 3
H HO
CH,OH == 7 H L, OH
> HSS N OH H X
}{().E_:f;({) ”()(‘”\/(Z”\ )‘/() . . \ MU KO3MAHBINA
H-l- - OH H ()I?C< o, D-dpykrodypaHo3a ™\ (DONyameTaNBHE)
H g (())}'1l n CH,OH hc——
= . ~ D)
D-dpyKToaa OH H . HOC H, ¢ OH
f/}—l HO ]
H CH,OH
OH H

B.,D-dpykrodypaHo3a



Ecnu B 00pa3oBaHuU IUKJIA YYACTBYET TMAPOKCHIIBHAS IpyIiNa MsTOro aroMa
yIjaepoaa, TO OO0pa3ylTCsl IIECTUWICHHbIE I[UKIbL. X  Ha3bIBalOT
nupaHo3HbiMU. Ecim B 00pa3oBaHWM I1IMKJIA YYacTBYET THAPOKCHIIbHAS
rpyInmna 4eTBEPTOro aroMa yriepoaa, TO 00pa3yroTCs NMATUWICHHBIC IHKJIBL.
VX Ha3pIBalOT (PypaHO3HBIMU. B KpHCTAUIMYECKOM BHJE MOHOCaXapuIbl
CYIIECTBYIOT B OJHOM M3 LIUKJINYECKUX (POPM, a B paCTBOPE yCTAHABIUBACTCS
paBHOBECHE W3 MATHUTAyMEPHBIX (opM. KoTopble MOryT CamMONpOU3BOIBLHO
MEPEXOUTH IPYT B JIpyra.

Puc. raymepHbie popmbl D-1i110K03bI

CH.OH CH,OH
HO —C-H H - O g
OH H OH H
H OH \ CHO / HO OH
H OH Hg ?{H H OH
o - D-rmokodypaHo3a (<1%) g 8‘1_11 a- D-rmokonupaHo3a (36%)
CH,OH
D-rmoko3za CH,OH
CH,OH
HO —C— o e ™~ H O_ oH
OH H OH H
H H HO H
H H OH

B - D-rimokodypaHosa (<1 %) B -D -rmoKonupaHo3a (64%)



D10 CcBOOOJHOE BpalllCHHE AaTOMHBIX TPYII BOKPYTI IMPOCTHIX OJWHAPHBIX
CBSI3CH WM MOpU HAJWYMU IUKJIa B pE3ylbTaTe H3MCHEHMS IOJOKCHUS
OTJICIbHBIX YaCTEH IIUKJIa TUPAHO3HI.

MoHocaxapuasl CylIeCTBYIOT INIABHBIM 00pa3oM B BUE MEHEE HaNPS)KCHHOU
dbopMe Kkpecna. PacnonoxkeHue Trpylnmn B 3KBATOPUAJIBHOM MOJOKEHUM
o0ecrneynBaeT CTaOWIBHOCTh MOJIEKYJIbI. DTUMHU CBOMCTBAMU 001a/1a€T
B-D-rmroko3a

c c
g O
& L7
€-Ta a
KondopmMmaiiusa «<kpeciio» C Kouadopmaiiuss «<J1oaka» B
(ot aHurn. chair) (ot aurn. boat)

a — aKkCHaJIBHOE TMOJIOKECHUE CBA3EU
€ — BKBATOPHMAJIBHOC IMOJIOXKEHMUC CcBsI3€M

& H
HO 2| CH,OH
O

HO g HO FH

OH

o-D - DrroKoInmupaHo3a



Monocaxapuabl  BCTYIIAIOT B XHMHYECKHE  PEAKIINM,
XapaKTEpHbIC 1A COAEpXKAIIUXCA B HMX COCTaBE
(yHKIMOHAIBHBIX Tpyni. Kak coupTel OHH  MOTYT
IpeBpalarTbCs B MPOCThIE A(PUPHI, pearupoBaTh ¢ KUCIOTAMHU
1 UX IPOM3BOJIHBIMU C 00pa30BAHUEM CIIOKHBIX 3(DUPOB.

[Io kapOOKCWMIBHOM TIpyIme- JIETKO  OKHCISIOTCS U
BOCCTAHABJIUBAIOTCS, BCTYIAIOT B PEAKIIMIO HYKJICO(PUIBHOIO
MIPUCOECIUHEHUS.



Puc. Okucienue riroKO3bI:

a-no C1 no D-rmrokoHOBOM KUCHOTHI, 0-110 C6 10 D-IIOKYpOHOBO# U

COOH
H —+—OH
HOJ1_H
0 H-{—OH
e / H——OH
H —L—OH CHon
HI({):: (I)-IH D-IJII0OKOHOBast
H——OH KHCJIOTA
CH,OH
D-rmoxoa\ COOH
H O H
OH H
HO OH
H OH

D-rmokypoHoBas
KHMCJIOTAa

L-unypoHOBOM KUCIIOT




Puc. Crpykrypa: a-pocdopHbIx 3(UPOB HEKOTOPLIX MOHOCAXapHUI0B, O-
aMUHOCaXapoB.

CHZOPO.?Z“ R O
a H oy  +TOPOCH, Erorgp O,POCH, OH
OH H HO H H
H OH H H OH OH
o-D -rmioko3o-6-ochar  a- D-dpykroso-1,6-6ucdocdar B- D-p1v16030—5-q)0c¢,aT
8 . CHOH CH,OH
H O _oH HO O OH
OH H OH gy
HO H H -
B NH, B Th

P -D-rmoxosamun B-D-ranakrozamuH



dochopuninpoBaHue  YIJIEBOJAOB,  OCYILIECTBISIEMOE  C
ygyactueMm AT® kak JjgoHopa (¢docdarHOH  T'pyIIIbI,
MOBBIIIAET KX  DHEPreTUYECKUM  MOTEHIMal W JAeJacT
BO3MOKHBIM HX JajbHeimiee mnpeBpamieHue. C  apyroi
CTOPOHBI, OCTaTKU (pocdara mpeBpaiarT YyIrieBoa B HOH, YTO
NpPEHsTCTBYET HUX oOparHoM Jud@y3ud H3 KIECTOK B
UHTEPCTHULINM.

Puc. OCHOBHble rekcossbl OpraHmM3Ma 4eJi0BeKa

CH{H HHC  CHOH CHCH CH{H
l—t L/O\J H) ql_:-—O\H H|
\H HY/ KoH 1/

'H W WOR N HfrJ kv 1
H OH HO H H (H - H
D-I'nioko3a D-Ppykrosa D-anaxro3a D-Manno3a



[Ipy OKHCIEHMH albJIeruJHbIX TPYII albg03 00pa3yercs
KapOOKCWIbHAs TIpylna, a MOpH HX BOCCTAHOBICHUU —
CIIMpTOBas rpymma. Uepe3 OKUCIEHHUE TJIIOKO3bl B OpraHU3MeE
oOpa3yeTcsi NIIOKYPOHOBAsi KUCIIOTa, @ YEPE3 BOCCTAHOBJICHHE
— MHOIOaTOMHbBIE CHUPTHI (COpOMTOJ, HHO3UTON). Ilpu
3aMEIICHUU THJAPOKCWILHOM TpyINnbl Ha aMHAHOTIPYIITY
0o0pa3yloTCsi aMHUHOCaxapa, KOTOPhIE BXOASAT B COCTaB
OJIMTOCAXapUJHOTO  KOMIOHEHTA  IJIMKONPOTEHUJIOB U
raHrIMo3uI0B. B psje ciaydaeB amMuHOIpyIna amuidpoBaHa
OCTaTKOM alleTara.

Puc. I'moxkozamun (1), N-anerniariirokozamMmul (2)
CH,OH CH,OH

= o,
OH H OH H

HO OoH HO OH
| I | I
H NH H HN —c[—cn 3

-

0



OCHOBHOM MOHOCAaxXapHJ YE€JIOBECKA U )KMBOTHBIX — IIIIOKO3A.
Hopwma B kpoBu cocrtapiseT — 3,3 - 6,1 MmMoib/I1. IIocToSIHCTBO
KOHIICHTPALMX MOJICPKUBACTCS HEMPOryMOpaiabHO. M30BITOK
IJIFOKO3bI  KPOBH YHAISIETCS 3a CUET BKJIIOYCHHUS €€ B
PHEPreTUYECKU OOMEH WM B pa3HbIe CHHTE3bl (IJIMKOICHE3,
CHUHTE3 )KUPHBIX KUCJIOT U T.1.).

[Ipy CHUKEHUH KOHILICHTPALMHY [JTI0OKO3bI B KPOBH YCUIUBACTCS
€¢  BBICBOOOXJECHHME W3  D[IHMKOreHa  (IJIMKOTE€HOJIN3),
XpaHAIIErocss B TIemaToluTax, WM CHUHTE3a M3 HPOAYKTOB
pa3IMYHBIX OOMEHOB (IJIFOKOHEOI'€HE3), IIPOTEKAIOIIET0 KaK B
[ICYCHH, TaK U B KOPKOBOM BEILIECTBE MOYKH.



[Tpou3800HbIEe MOHOCAXapu0oe

B npupoae CyLlecTBYET OTPOMHOE KOMMYECTBO MPOU3BOAHBIX
KaK NepeuncrieHHbIX Bbille MOHOCaXapoB, TaK U ApYIvX.

YpoHOBbIe KUCNOTbI — AepuBaThI FeKCo3, UMEKLIUE B 6 no-
TOXEHWUN KapOOKCUMBHBIE TPYNMbI, HANPUMEP, ITIIOKYPOHOBAS, ra-
NaKTYPOHOBaA, AYPOHOBAS, ackopOUHOBASA KUCMOTI.

AMUHOcaxapa — NpOM3BOAHbIE MOHOCAXapoB, COAepXalime
aMUHOTPYNMbI, HANPUMEP, ITIOKO3AMUH UNU ranakTo3amuH. 3TU
Npou3BoAHble 0053aTENbHO BXOAAT B COCTaB AMCaXapUAHbIX
KOMMOHEHTOB NPOTEOIMMKAHOBLIX MonMcaxapuaos. Pag aHTubuo-
TUKOB {IPUTPOMULIMH. KApOOMULMH) coaepXKaT B CBOEM COCTABE
aMUHocaxapa.

[MuKo3uabl — coeauHeHus], oOpasyloLLmecs NyTeM KOHAEH-
caLuu MOHocaxapuaa (cBoDogHOT0 WM B COCTaBe Monucaxapu-
0a) C TMAPOKCUNBHOM TPYMNOU ApYyroro COEAMHEHWS, KOTOPbIM
MOXET DbiTb NoBON MOHOCAXapUA UMW BELLECTBO HE YITIEBOAHON
NpUpOAbI (ArnNUKOH), HaNpUMeEp, METaHON, MULepon, crepon, (e-
HOM. BaXHOe KMMHUYECKOE 3HAYEHNE UMEIOT BXOAALLME B COCTaB
HaNepCTAHKA cepaeyHble IMUKo3uabL B KauecTBe arnukoHa OHu
coaepxar crepoufbl. M3BeCTHbIA aHTMOMOTUK CTPENTOMULIMH
TakKe ABMAETCA IMUKO3NAOM.

*NH;3

["anakTo3aMuH



/lncaxapmapbl - 3TO Yr/ieBobl, KOTOpble MpU rMApoJm3e
JAOT /B OJMHAKOBbIE WM Pas3/IMYHbIE MOJEKY/IbI
MOHOcCaxapuja.

MpM KOHAEHCAUMM MOHOCAxapuMaoB WM pacnaje
nosMcaxap1MioB  obpasylTca  au- ,ONUro- U
no/siMcaxapmibl C YKOPOYEHHOM Uenblo. K BaKHEUWUM
AMcaxapuiaM  OTHOCATCA: caxapo3a, MasibTo3a M

J1aKTO3a.

CHoOH : CH,0H CH,0OH

o HOCHy9,0

—0—

Caxapoaa Manbrosa
a-D-rokonuparoaun-(1-2)-p-D-ppykTodyparosa (= D-rnioxkonnparosun-(1-4)-«-D-rnioxonuparosa



Caxapo3a — Jucaxapuz, MOCTPOEHHbIM M3 OCTaTKa
[JIIOKO3bl KOTOpbIM CBAA3aH o,f -1,2 rIMKO3MAHOM CBS3blO
C MOJIEKY/IOM (DPYKTO3bl. ITOT AMcaxapuj MOCTyrnaeT B

OpraHM3m C NpoayKTaMu PACTMTE/IbHOIO
MPOMCXOXKAEHUA MM B  padMHUPOBAHHOM  BMAE
(CBEKNOBUYHbIM nly TPOCTHUKOBbIN caxap),

MCMNOJIb3yeTCS OpraHM3mMoOM MOCJ/ie€ TMApOoJiM3a B TOHKOM
KULLIEYHUKE (bepMEHTOM caxapa3oM A0 MOHOCAXapUJoB.

Puc. Caxaposa

CH:OH CH:OH
H O.H O~ H

H HO
HoNe_ BV L o CH:OH

H OH HO H



Manbsro3a, oOpa3zyercs B POTOBOM IOJIOCTH HJIU B TOHKOM
KUIIIEUHUKE IIpHM BO3IACUCTBUM, O-aMUJIa3bl CIIOHBI HIIH
MaHKPEaTHYSCKOM o-aMuiIa3bl Ha KpaxMal WIM TJHUKOTCH.
CoCTOUT U3 JBYX OCTAaTKOB TIJIIOKO3BI, CBSI3aHHBIX MEXKIY
cooboit o -1,4 T1IMKO3WMOHON CBA3BIO. MoOkeT OBIThH
HCIOJIb30BaHA OPraHU3MOM IIOCJ€ THAPOIM3a B TOHKOM
KHMIIIEUHUKE IO JBYX OCTATKOB INTIOKO3BI C yyacTueM (pepMeHTa

MaJIbTA3bI.

Puc. MaJabTo3a
CH0H CH0H
H O H H O H
OH H 0 OH H
H OH H OH

HO OH



JlakT03a — Jgucaxapull, COCTOSAIIMA UW3 OCTaTKOB
[JIIOKO3bl M TaJaKTo3bl, CBA3aHHBIX MEXKIYy COOOMU
B-1,4-TIMKO3UIHOM CBS3BIO.

Puc. JlakTo03a

cH.0H P 1.4  CcH.0H

O I O CBA3b | 0. H
O
oy OH o OH H |
H OH H OH

B OCHOBHOM, JIAKTO34 IIOCTYIIACT B OpPIaHMU3M YCJIOBCKaA
C MOJIOKOM, I'MAPOJIN3YyCTCA JIaKTa30M TOHKOTI'O
KHUIIICYHHUKA. B OTJINYHUC OT BBIIIICHA3BAHHBIX
ANCaAXapnua0B, MOXCT CHHTC3HPOBATLCA Y UYCIOBCKA U
APYIUX MIJICKOIIMTAIOMMX B CCKPCTOPHBIX KIICTKAX
MOJIOYHBIX 7KCJIC3 B IICPHUO JIAKTAITHNH.



L|enno6uo3a - MOOMEXYTOHBIN MPORYKT MAPONM3A LENAION03b.. JR0008aS MUKDO-
(n0pa KHLLEYHHKa CNOCoOHa MAponM30BaTb A0 344 NOCTYaroLLIEH CHoga LENNKoNos! A0
C8000GHOM IMIOKO3bI, KoTopas MuBo NOTPEONAETCA CaMAMA MAKDOODraHU3MaMi, Ntdo
BCACHIBAETCH B KDOB.

CHoOH CHoOH CHoOH CHo0H

JlakTosa Lemnobiosa
(- DrranakromAparoaun-{1-4)-i- D-rmiokonupaxosa (-Drmigkorparoaun-(1-4)-D-miokonuparosa



[lomucaxapuabl — VYIJIEBOABI, KOTOpPHIE IIPH
TUAPOIN3E JarT 0oJiee MIECTH MOJEKYI
MOHOCaxXapua0B (kpaxmaul, TJIMKOTEH,
KJIeT4aTka). B mommcaxapuaax  OCTaTKu
MOHOCAXapuJ0B  CBA3aHbl MEXIYy  COOOM
IJIMKO3UIHBIMHU CBSI3SIMU.

OOpa3yroT ABE I'PyHIIbl: TOMOIOJMCAXapuabl U
reTECPONOIUCAXAPHIEL.

B romomonncaxapugaXx MOHOMEPOM SIBISIETCS
OIIPEACIECHHBIM MOHOCAaXapH/I.



BaxnenmuMu  IPEACTAaBUTEIIAMHU  ATOr0  KJjacca
ABJIAKOTCA  TNMOAUMEPHI  D-TIIOKO3BI:  Kpaxmall,
[JIMKOT'€H, IEKCTPAHbI, [IEJUIHOJI03A.

Puc. YyacTtok MOJIEKYyJIbl Kpaxmana (aMHJIOIIEKTHH)

NJIN TJIMKOI'CHA
CH:0H CH:OH

H/#_‘—OH H O_H
_Ken g o Ken
H O H o

o - (1.6) - raukozuaHas ceass - ¢

HzOH CH:OH CH:
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Kpaxmaim — pacTUTENbHBIA PE3EPBHBIN Caxap, BKIHOYAKOIIUN
nBe (hOpMbI TOMONOINCAXAPHUIOB; HEPA3BETBICHHAS O-aMUJI03a
¢ wmonekyimsipaon Maccor ot  50.000 mo 500.000 wu

pPa3BETBICHHAS MOJCKyJIa aMIJIONEKTHHA C MOJIEKYJISIPHON
Maccou 0osee MUIMOHA AaiabToH. O0e GOopMbI BCTPEUAIOTCS B
OOHUX M TE€X XK€ KIETKAX, XOTS MOIYT BCTPEYATHCA U
pa3nenbHOo. Ha moimro o-aMuiao3bl B Kpaxmajie MPUXOIUTCS
okoino 15-20 %, a amunomektuHa — 80-85%. B amunoze
OCTATKU IJIIOKO3blI CBSA3aHBI 0-1.4-IIIMKO3UIHOM CBSI3bIO, 4 B

AMUJIOIICKTUHE B JIMHEMHBIX Yy4YacTKax o-1,4-rmuko3uaHast
CBSI3b, & B TOUKAX BETBICHUSI — 0-1,6-TIIMKO3UIHOU CBSI3b10. B
pPACTEHUAX Kpaxmall BIIIOJIHIET (PYHKIIMIO PE3EPBHOIO caxapa.
B opranusm 4esioBeka JAaHHOE COEIMHEHHE MOCTYNAET BMECTE
C IUIIEN PACTUTEIBHOTO MIPOUCXOKICHUA 1 SABJISIETCS INIABHBIM
MCTOYHHUKOM 3K30T€HHOW INIIOKO3bl. Kpaxman yTUIn3upyeTcs B
OpPraHu3Me TIIOCJIE THIAPOIH3a  ITIMKO3UIA3aMH KEITYIOYHO-
KHILIEYHOI'O TPAKTa J0 IIIFOKO3bI.



Iemnromo3a sBIsIeTCS HauOOJIEE PaCIpPOCTPaHECHHBIM
OpPraHU4YeCKUM  coeauHeHueM  Ouocdepnl.  OKoOJIO
IMOJIOBUHBI BCErO yIiuepoaa 3€MJIM HAaXOAWUTCS B €€
cocTtaBe. B omimmume OT NPEAbIAYIIMX MOJIUCAXAPUIOB
OHA SBJSAECTCSI BHEKJIIETOYHOW  MOJIEKYJIOW, HMEET
BOJIOKHUCTYIO CTPYKTYpPY M aOCOJIIOTHO HEPACTBOpHMA B
Bojie. EAMHCTBEHHOM CBs3bI0 B HeW sBisiercs [-1-4-
[JIMKO3MIHAS CBS3b.

Liennionosa



[ muKoreH — pe3epBHBIA MoJMcaxapu]i HEKOTOPHIX
’KUBOTHBIX KJIETOK. II0 CTpyKType IIIMKOreH OJIM30K
K aMUWJIONEKTHHY, HO B OTJIHYHE OT IOCJEIHETO
nMeeT 0osiee Pa3BETBICHHYIO CTPYKTYpY (B 2 pasza)
1 00jee BBICOKYH MOJEKYIISIpHYI0 Maccy — a0 100
MJIH. 1aJBTOH.

B opranumsme 4eloBeka JTOT caxap aKTHBHO
CUHTE3UPYETCS B IICUCHU M MBIIIIAX B MOpOLECCe
IJIMKOT€HE3a, MEHEEC aKTHMBHO B JPYIrMX OpraHax.
3amacel IJIMKOIeHa  IICUEHHM, B  OCHOBHOM,
paCXOAYIOTCSI s IOAACpPKAHUS HOPMAaJIbHOIO
YPOBHS TDIIIOKO3bI KpPOBH, a B MbIIIAX Kak
PHEPreTUYECKOE  TOILUIMBO s IIOJAJACpKaHMS
MBIIIICYHOIO COKpAIllCHUSI W APYIHX KJIETOYHBIX
HYXKJI. YenoBeK MOoaydyaeT IJIMKOIEH C IHIIEH
’KUBOTHOT'O MMPOUCXOKACHUS. | MaApoIn3 INIMKOreHa B
KEITYJOYHO-KUIIIEYHOM TPAKTE OCYIIECTBIISIETCS C
y4acTHEM TeX K€ (DEPMEHTOB, YTO U I Kpaxmala.



B rpubax 1 HEKOTOPbIX pacTEHUAX BCTpevaeTcs UHYJIMH
- nonuMep dpyKTo3bl. OpraHM3MOM 4YesiloBeKa 3TOT
yrsiieBo He ycBamBaeTCA U3-3a OTCYTCTBMA PEPMEHTOB
y4acCTBYOUWMX B €ro. ABaaeTca 1erko pacTBOpUMbIM
coeMHEHMEM. B MeanUMHCKOM NPaKTMKE MCMOb3yeTCH
ANs onpejeneHns OYMCTUTENbHOW CNOCOBHOCTM NOYeEK
- KJIMpPEHCa.

/lekcTpaHbl - pe3epBHbIX NoIMCaxapul ApoXKKen u
6akTepmn. OCHOBHbIM TMMOM CBA3M ABAAETCA d-1-6-
rMUKO3MJaHasA, a B MecTtax BeTB1eHUa - a-1-4-
FIMKO3UAHblE CBA3M, TaKXKe BCTpe4arTca d-1-2- u
a-1-3-rankosungHole cBA3U. B megmumHe aekcTpaHbl
MCMOJIb3YIOTCA KaK KOMMOHEHT KPOBE- 3aMEHUTENEN,
HarnpuMep, B BMAe BA3KOro pac- tsopa Ha 0,9% NaCl -
PEONOJIUIJIIOKMHA.



I'eTepononrcaxapuispl, B OTJINYHE OT
TrOMONOJINCAXapHUI0B, B Ka4ueCTBE
ITOBTOPSIOMICHUCI €AUMHUIIBI COIEpKAT AuMep. B
auMepe  MoHocaxapuabl  cBsizaHel [} (1,3)-
IJIMKO3UIHOM CBSA3bIO, 4 JUMEPHI MEXKIY COOOM
B (1,4)-mIMKO3UTHOM CBA3BIO.

K »3TtuMm yrimeBogaM OTHOCAT: THATYPOHOBYIO
KMCJIOTY,  XOHJAPOMUTHUHCYIb(aThl,  TIeHapHH,
rerapaHcynbdar, AepMaTaHCyIb(ar,
KepaTaHCylIb(ar.

Jlumep THaAIypOHOBOM  KHUCJIOTBHI  COJICPKUT
[JIIOKYPOHOBYIO  KHCJIOTY,  CBSI3AHHYIO  C
N-alueTunrmroKo3aMHUHOM.



B xonapoutuHCymb(aTax, N-ale TUIIIFOKO3aMHUH 3aMEHEH Ha
N-aueTuiraaakT03aMus, CBA3aHHBIA C OCTATKOM CEPHOU KUCIIOTHI
B UYCTBEPTOM WJIM INECTOM TONOXCHMHM. | enapaHcymbar u
NEPMATaHCYIb(aT, HAPAY C TMIOKYPOHOBOM KMCIOTOM, COAEPIKAT

HTyPOHOBYIO KHCIIOTY.

CO0H CH:OH COOH CH:OH
H 0 H 0 H 0 H 0
OH § 0 OH [ (
H  HO H H HO H
H ©OH H MNHCOCH: H  OH H  MNHCOC

Puc. 9. T'mamypoHoBas KMCIOTA (YUACTOK MOJIEKYIIbI, CKOOKOM
BBIIETICH JTUMED)




IIpn ¢uznosorndyeckux 3HadeHUsXx pH kapOokcuiibHas Tpymiia
YPOHOBBIX  KHCIOT W  OCTaTOK  CEPHOM  KHUCIIOTBI
XOHAPOUTUHCYIb(ATOB HAXOAATCS B JIUCCOILMUPOBAHHOM (hopMe
(3apsikeHbl  oTpuIaresbHo). (CraemoBaTellbHO, O0003HAYCHHBIC
BBIIIIC YIJIEBOJbI SBJISIOTCS MTOJHMAHUOHAMU M JIETKO BCTYHAKOT BO
B3aMMOJICHCTBUE C KATUOHAMH (HATPHs, Kaausl, MarHus, KaJbIIHs
U Ap.) U BOAOM. B BOJHBIX pacTBOpax 3TU COCAUHEHMS CHIILHO
TUJPAaTUPOBAHBI U 00Pa3yIOT I'ellHu.

[lomnaHnoHHAasT  OpUpPOAA  TIETEPOIIOJIHUCAXapPUJI0B  ACTIAET
BO3MOXXHBIM HX YyYacTHE€ B BOJHO-AJICKTPOJIMTHOM OOMEHE
MEXY KPOBBIO U BHEKJICTOYHBIM BEIIECTBOM C OJHOM CTOPOHBI
U MEXIY KIETKaM{d M BHEKJICTOUYHBIM BEIIECTBOM C APYTOM
CTOPOHBI.

OpxHa B3 OCHOBHBIX (DYHKIIUM renapuHa — aHTHCBEPTHIBAIOIIAS
(anTHKOArymnsaHT). ['emapuH CHHTE3UPYETCS TYYHBIMU KICTKAMU,
a Ipyrue reTepoIrojncaxapuabl, B OCHOBHOM, (hMOpoOIacTaMH.



B cocraBe NUINEBOro panvoHa 4eJI0BEeKa 3HAYUTEIBHYIO JIOJIIO
3aHUMAKOT YIJIEBOABI, IOCTYIAIOIIME [JIaBHBIM 00pa3oM, C
OPOAYKTaMH PACTUTEIBHOTO TPOUCXOXKACHUS (KapTodelb,
KpyMHbl, XJIeO, OBOIIHA, (PPYKTHI U MPOAYKTHI, MOJTYYECHHBIC W3
HHUX). B MeHbIIEM KOJUYECTBE YIIIEBOJBI COAEpKATCS B
NPOAYKTaX JKUBOTHOIO MPOUCXOKICHUS (MOJIOKO, MSICO,
nedyeHb, poeida). OT pacTeHUM 4YEIOBEK ITOJIy4YaeT Kpaxmall,
caxaposy, LEJUTI0I03Y, TEMULICIUTION03Y, HHYJINH, 1IEJUI00N03Y,
IJII0KO3Y, (pyKTO3y H JApyrue yriaeBoasl. C mnpoaykramu
’KUBOTHOTO IIPOMCXOKJACHMS IIOCTYIAIOT JIAaKTO3a, IJITMKOTEH,
IJIFOKO3a, OJINTOCaXapyu bl NIMKOIMPOTEUHOB U INIMKOIUITHIOB.

HekoTopble pacTUTENIbHBIEC YIIIEBOABI (1LIEJUIH0JI034,
reMMIICILII0I03a, MHYIINH, 11eJJIO0M03a) HE YCBauBaKOTCS
OpPraHU3MOM B CBSI3H C OTCYTCTBHEM (DEPMEHTOB Y4aCTBYIOIIUX
B MX JierpaJaiyy B xkelIyqodHo-kuiedHoM Tpakre (OKKT).



IInmesapenue yrnesogoB B JKKT 3akimrouaercs B
ITOCJIEOBATEIIBHOM TUJIPOJIU3E OJIUTO- 1
MOJIMCAXAPUAO0B O MOHOCAXapUIOB C YYaCTUEM
pa3IMYHbIX  [IMKO3uAa3  ((pepMEHTOB  Kjacca
rugapoias). Imapoan3 Kpaxmajla M IJIMKOT'€HA
HAYMHACTCS B POTOBOM IIOJIOCTH, C YYacTHEM (-
amuiiaszel citoHbl(pH 6,8-7,0). depMeHT paciierisieT
- 1,4-TTMKO3UIHBIE CBSI3M B JIMHEWHBIX YYaCTKAX ATHUX
nojaucaxapuaoB. B pesymerare  o0Opaszyrorcs
aUcaxapuj] Majabro3a W JEKCTPUHBL. JlehcTBHE O-
aMWJIa3bl CJIIIOHBI IMPEKPAILIACTCS B KEIYIOKE B XOHE
IIPOIIUTHIBAHUS MHUIIEBOTO KOMKA KEIYAOYHBIM COKOM
¢ KucibsiM pH.



IlvmeBapeHne yIjieBOJOB B TOHKOM KHIIEYHHUKE
3aKJIFOYAETCA B TUAPOIU3E C Y4aCTUEM O-aMUJIA3bI
MODKEIIYIOYHON KEJIE3bl M COACpXKAIMMMUCA Ha
IIOBEPXHOCTH SHTEPOIIUTOB PA3IUYHBIMUA
nucaxapugazamu. @depmeHTt  pacmenisier  o-1,6-
TJIMKO3UIHBIE CBSI3U B AMUJIONIEKTHUHE.

JIaapHEUIIMK TUAPOIN3 O-1,4-TIIMKO3UIHBIX CBS3EH B
mojiucaxapujgax M ACKCTPUHOB  IIPUBOAUT K
BBICBOOOKJCHUIO OJIMTOCAaXapUA0B- MaJIbTOTPHO3HI,
MaJbTO3bl 1 U30MAJIBTO3HI.



OOpa3zyroiuecs B MPOLECCe PacIlCIUICHUS MaJIbT03a U
M30MAJIbTO3a KUIIEYHUKE 3aKIH0YAECTCI B THIAPOIU3E C
YUYACTUEM (Ol-aMUJIa3bl  IIOKEIIYIOYHON JKEIe3bl U

COJICpKAIMMHUCI HA TMOBEPXHOCTH DHTEPOILIMTOB
pa3IuYHbIMU aucaxapujiazamu. DepMEHT pacIIeIUIACT
o-1,6-IMHUKO3UIHbIC CBSI3U B aMUJIOICKTHUHE.

JIaapHEUIIMK TUAPOIN3 O-1,4-TIIMKO3UIHBIX CBS3EH B
mojiucaxapujgax M ACKCTPUHOB  IIPUBOAUT K
BBICBOOOKJCHUIO OJIMTOCAaXapUA0B- MaJIbTOTPHO3HI,
MaJbTO3bl 1 U30MAJIBTO3HI.



@ U3BecmHbl 3 sBuda amusaias, Kotopble
pa3/InyaloTCA rnaBHbIM 06pa3oM Mo
KOHEYHbIM NPOAYKTaM UX (PEPMEHTATUBHOIO
NENCTBUA: a-amuiasa, B-amunasa u y-
amuJiasa.

® a-amuJiasa pacliennseTt B nosmMcaxapmaax
BHYTPeHHMe a-1,4-CBA3U, MOITOMY €€ MHora
Ha3blBalOT 3HA0amMMNIa30M. Mosiekya a-
amMuiasbl COAEPKMUT B CBOMX aKTMBHbIX MOHAX
noHa Ca%*, Heo6XxoaMMble ANA
(epMeHTaTMBHOM aKTUBHOCTM. Kpome Toro,
XapaKTePHOM 0COBEHHOCTbIO d-amMMNa3bl
}KMBOTHOIO MPOUCXOXKIEHUA ABNAETCS
CNOCOBHOCTb aKTMBMPOBATbLCH
OJHOBANIEHTHbIMU aHMOHAMM, NPEKAE BCErO
MOHaMM XJlopa.



® lMop aenctemem B-ammnasbl OT Kpaxmaia
oTwennaAeTca gucaxapua MasbTtosa, T.e. B-
amMuiasa ABaAeTcs 3Kk3oammnason. OHa
O6HapYyrKEHA Y BbICLUMX PaCTEHMUM, rae
BbIMOJIHAET BaXKHYIO pOJib B MOOMIM3aLUM
pe3epBHOro (3anacHoro) Kpaxmana.



® Y-amMuasa oTuienaseT oAuH 3a APYrmm
[JIIOKO3HblE OCTATKM OT KOHLLA NOJMI/IMKO3UIHOMU
LLenoYKku. Pasamnyatot KMC/Ible M HEMTPaJibHbIE Y-
aMuiasbl B 3aBMCMMOCTM OT TOrO, B KaKoM
o6nacT pH oHU NPOABAAIT MaKCUMAJIbHYHO
aKTMBHOCTb. B opraHax 1 TKaHAX 4yesnioBeKa um
MJIEKONMUTAKLWMX KMCNaA Y-aMuJlasa
JIOKaNn3nMpoBaHa B IM30COMaxX, a HEUTPaA/IbHAA -
B MMKpOCOMaXx. AMMIa3a CJ/II0HbI ABJIAETCA d-
amunason. MNoa BanAHMEM 3TOro depmeHTa
NpoOMCXoAAT nepsble da3bl pacrnaja Kpaxmana
(MU TIMKOreHa) ¢ obpa3oBaHUEM AEKCTPUHOB (B
Heb0/IbLLOM KoJIM4ecTBe obpasyeTca M
MaJ1bTO3a). 3aTEM NMLIA, CMELLaHHAA CO CJIIOHOMU,
nonagaeT B }XenyaokK.



® JKelmygo4yHbli  COK  HE  COJAEPXKUT  (DEPMEHTOB,
PACIICIUISAIOIIMX CJIOKHBIE  YITICBOABL. B Kemyake
JICMCTBUE O-aMHJIA3bl CIIIOHBI IIPEKPAIACTCS, TaK Kak
KEIYIOYHOE  COAECPKUMOE HMMEET PE3KO  KHUCIYIO
peakuuo (pH 1,5 — 2,5). Ognako B 0ojee NIyOOKHX
CIOSAX IIMIIEBOTO KOMKA, Kyda HE Cpa3y IIPOHUKAECT
KENYAOYHBIU COK, JEHMCTBUE aMUJIa3bl HEKOTOPOE BpEMS
IIPOJIOIKAECTCS 7| ITPOUCXOIUT pACILICIUICHUE
NOJMCaxapuaoB ¢ OOpa3oBaHHEM JEKCTPUHOB U
ManbTo3bl. Hanbonee BaxkHas (ha3a pacmaga kpaxmana (u
IJINKOTE€HA) IPOTEKAeT B JABEHAAUATHUIICPCTHOM KMIIKE
IIOJT JICUCTBUEM Ol-aMUJIA3bI TTOHKETYAOYHOTO COKA.



[locaenyromuu ruapoan3 MajabTo3bl U JEKCTPUHOB,
00pa30BaBIIMXCI C YYacCTHEM (-aMWJIa3bl CJIIOHHI,
IIPOUCXOJUT B TOHKOM KHINCYHHKE. Maibro3a
paciieruisieTcsl Majiabrazou, ((pepMeHT oOpasyercs B
SIMTEIMONUTAX H BCTpaMBaeTcs B MEMOpaHy,
OOpalllcHHYI0 B MPOCBET KHUIICYHMKA) J0 JBYX
MOJIEKYJI TJIFOKO3bl. B Tuapoiamnsze JIEeKCTPUHOB
YYaCTBYIOT  O-aMMWja3a  IIaHKpeaca,  KOTopas
pacmeruisieT o-1,4-mMKO3uaHbIE CBA3M C TOM K€
CIIEIM(PUIHOCTHIO KaK o-aMHIas3a CJIFOHBI.
Pacmieniienue o-1,6-TIUKO3UIHBIX CBS3EM B TOYKAX
BETBJICHUS JEKCTPUHOB OCYIIECTBISIETCS KUIICUHOM
M30MaJibTa30M, 4 B MAJCHBKHUX OJMrocaxapujaax Y-
aMUJIa30U



® Oba (¢depMeHTa JIOKAJIU30BaHBI B MeEMOpaHax
MUTEIUOIUTOB TOHKOIO KHIIEUYHHKA. B 3THX
MeMOpaHaXx TIPHCYTCTBYIOT TakKkKe caxapasa
(y4acTBYeT B THIPOJIM3E caxapo3bl HA ITIIOKO3Y U
GpykTO3y), HakTaza (paclIemIsgeT MOJOYHBIM
caxap JIaKTO3y JO TIJIIOKO3bl M TajlaKTO3hbl),
Tperaiaza (KaTaau3upyeT peaklui0 THIpOJIn3a
Tperajgo3pl 0 JBYX MOJIEKYJd  IJIFOKO3BI).

COBOKYITHOE JIEUCTBUE MIEPEYNCIICHHBIX
(bepMEHTOB IPUBOJIUT K 00pa3oBaHUIO
MOHOCAaXapH/IoB, KOTOPBIE CHayasa

TPAHCIIOPTUPYIOTCA B JHTEPOLUTHI, a JaJee B
KPOBb.



[ TroK03a M rajakro3a IOCTYIAKT B 3HTEPOILUTHI 110
rpagucHTy KOHIICHTPAIIU! pu y4aCTUU
CIICLMAJILHBIX OelIkoB — ImepeHocuukoB IJIHOT. B
TKAHAX YEJIOBEKA U3BECTHO 5 THUIIOB TPAHCIIOPTEPOB
[JIFOKO3HI:

Na™* Morocaxapwnn
- )y &

v ¥

Na+s K+-ATDdDa=za

. A4

1

Na™




Paznuyaror 5 BUAOB TPAHCIIOPTEPOB ITTHOKO3BI:
[T 1- oOHapy>XeH B SpUTPOLIUTAX

[moT 2 —B remaronmrax, 3HTEPOIUATAX, MPOKCUMAIBbHBIX
TyOYJISIpHBIX KJIETKaX II0YE€K, Ha IIOBEPXHOCTH  b-KJIETOK
octpoBKOB Jlanrepranca . OH o0ecneunBaeT ObICTPBIM 3aXBar
TJIFOKO3bI KJIETKAMH TEYEHM IIPU BBICOKOW KOHIICHTpAILIMHEE B
IJ1a3ME KPOBU M CTUMYJIMPYET CEKPEIIAI0 MHCYJIMHA.

10T 3- BO MHOTMX TKaHSX, BKIIIOYas MO3T, INIALICHTY U IIOYKH

[mroT 4- comepXuTcsi B MHCYJIMHO3ABUCHMBIX TKaHAX-
MBIIIEYHON U KUPOBOM,

I[mroT  5- cuHTE3UpyeTrcss  DIUTEIMEM  KUIIECYHUKAU
00€eCreYrMBaeT BTOPUYHO-AKTUBHBIA TPAHCHOPT  IVIFOKO3HI,
0Opa30BaBIIECHCS B pE3YIbTaTe IIEpEeBaprMBaHUs YITICBOJIOB.



BcackiBanue MoHOCaxapuJIOB MPOHUCXOAUT 110 MEXaHWU3MY BTOPUYHOIO
AKTUBHOI'O TPaHCIIOPTA. JTO 3HAYUT, YTO 3arpara SHEPrUU MPHU IMEPEHOCE
CaxapoB MPOHUCXOAUT, HO TPATUTCS OHA HE HEIMOCPEACTBCHHO Ha TPAHCHIOPT
caxapa, a Ha CO3/JaHUME TpaJME€HTA KOHIICHTPAIlMU JIPYyroro BEIIECTBA.
Hcnonbk3yst 3TOT TpaJMEHT, caxap IPOHMKAET BHYTPh KJIETKH. B ciyuae
IJIFOKO3bI TAKUM BEIIECTBOM sIBisieTcs HaTpuil. OcoOblit pepment —K+ Na+-
AT®aza — 1MoCTOsSTHHO, B OOMEH Ha KaJui, BBIKQUMBAECT WOHBI HATPUS W3
KJIETKM, WMEHHO JTOT TPAHCIOPT TpedyeT 3arpar sHepruu. B mpocsete
KUIICYHUKA COAEPKAHUE HATPUS OTHOCUTEIIBLHO BBICOKO W OH CBA3BIBACTCS CO
creluUYECKUM OCIKOM, HMMEIOIIMM JIBa IIEHTpa CBS3bIBAHMS: OAUH JJIA
HaTpHUs, IPYrou I caxapa. [IpuMedarenbHO TO, UTO caxap CBA3BIBACTCA C
OCJIKOM TOJIBKO TMOCJ€ TOro, Kak C HHUM CBsDKETCS HaTpuid. benok-
TpacCHIOPTEP CBOOOJIHO MUTPUPYET B ToJIlle MeMOpaHbl. IIpu koHTaKTe OeKka
C IUTOIUIA3MOM HaTpUM OBICTPO OTHENSETCS OT HEro M cpaszy OTICISICTCS
caxap. Pe3ynbraroMm siBiisieTCs HAKOILUIEHHUE caxapa B KJIETKE, a MOHbI HATPUS
BHOBb BhIKaunBaroTcss K+ ,Na+-ATda3z3oii.



OpyKTOo3a TPAHCIOPTUPYETCS 3a CUET OOJEr4eHHOMU
i dy3un. IIpu BEICOKMX KOHLIEHTPALMAX MIIOKO3bI U
rajJakTo3bl B IIPOCBETEC KHUIICYHUKA, OHH MOTYT
IIOCTYNAaTh B KJIETKHU 3a CUET 00JerYeHHON U Py3un.
boiblield 4acThlO Trajakro3a W (PPykKTo3a B
SHTECPOLUTAX  TPAHCHPOPMHUPYIOTCS B  LIIIOKO3Y.
Bcocasmmecss MOHOCApUIbl 4epe3 BOPOTHYIO BEHY
OCTYNMalOT B II€YEHb, TIA€ H30BITOK CaxapoB
IIPEeBPAIACTCS B MIMKOT€H WM HEUTPAIbHBIC YKUPHI.
DTO MOPEHATCTBYET PA3BUTHIO SIPKO BBIPAXKCHHOMU
MUAIIECBOM TUIIEPIIIMKEMUH.



HauOornee 4acTo BCTPEUYAOIIMCS ne(peKTOM
MUIIEBAPEHUS YIJICBOAOB Y UEJIOBEKA SIBJISICTCS CHUYKCHHUE
BBIPA0OTKM JIakTa3bl. B 3TOM ciydyae HemepeBapeHHas
J1aKTO3a NOCTYNAET B TOJICTHIM KUIIIEUHUK, IIPEHSATCTBYS B
HEM peadcopOIMH BOABI M3 IIPOCBETA KHUIICYHHKA, YTO
BbIpaxaercs  auapeer. Kpome  Toro, aucaxapuj
BKJIIOUAETCSI B META00JIM3M MUKPODIIOPHI KUIIIEYHUKA, YTO
MPUBOAUT K razoobpasosanuio (CO,, H,).

Hapyuiennss nuineBapeHHs] MW BCAChIBaHUS YIJIEBOJOB
MOT'YT UMETh MECTO B CiIy4ya€ HacjeayeMbIX MyTaldil B
r€Hax OMNPEACHSAIONMX CTPYKTYpPy TOIO HIM HHOIO
(bepMEHTa WU NEPEHOCUYMKA, OJHAKO TAKME HAPYIICHUS
BCTPEUAIOTCS Topas3ao pexe. Hapylienus nuiieBapeHus u
BCAChIBAHMS  MOHOCAxXapuJ0B HMMCIOT MECTO MHOpHU
MOPAXKCHUIX CIM3UCTON TOHKOIO KUIIICYHHKA (SHTECPHTHI,
KOJIWTHI).



IIOCKONBKY B KHMINEYHHUKE BCACBHIBAKOTCS BCE
MOHOCAaXapuabl, IOCTYIIAONINUE C MHUIIEH, TO
[epe OpraHu3MOM BCTACT 3aja4a IIPEBPATUTH
MX B TJIIOKO3y, TaK KaK B pPEAKIMIX
META00JIM3Ma HCIIOJIb3YyETCI B  OCHOBHOM
IJIFOKO3a. OJTOT TPOLECC MOJY4YU HA3BAHUE
B3auMoOIIpeBpaieHue caxapon. llens ero —
CO3JAHUE TOJBKO OJHOrO cyOcTpara s
peaklnuil MeTa0oJIu3Ma, a HMEHHO a-D-
[JIFOKO3bI,  4YTO  IIO3BOJIAET  COKOHOMMUTH
pEeCypChl, HE O0Opa30BbIBATb MHOXECTBO
(hepMEHTOB 15 KaXKJA0I0 BHJIa caxapa



[lomaB B KIETKYy, IJIOKO3a cpazy ke dochopuianupyercs c
o0Opa3oBaHHUEM TIIOK030-6-(pocdara.  JJoHopoMm dochopuabHOM
IPYNIBI B 3TOM peakiuu siBisierca Mosiekyina AT®O Karanusupyer
PEAKIIMI0 BO BCEX TKaHAX (EepMEHT rekcoknHaza. OH oOmamaet
BBICOKMM CpOACTBOM K Imtoko3e (Km<0,1 Mmoab/m)u KaTaau3upyer
IpaKTUYECKU  HeoOpaTumyro  peakuuto.  DochopunupoBaHue
IJIFOKO3BI PEIIACT Cpa3y HECKOJBKO 3a/au:

dbocdaTHbIl A(pUP IIIOKO3bl HE B COCTOSHHMM BBIUTH M3
KJIETKM, TaK KaK MOJIeKyJla OTPHUIATENIbHO 3apsbkeHa U
OTTAJIKUBACTCSA or (dochonunuaHON MTOBEPXHOCTH
MEMOpaHBI;

HaJIMYUE 3apsHKEHHOM TPYHIbl 00ECIEYMBACT MPABUJIBHYIO
OPUEHTALIMIO MOJICKYJIbl B aKTUBHOM IIEHTpE (PepPMEHTA;

YMEHBIIIACTCS KOHLICHTPAIHs CBOOOJTHOM
(HepochOopUIMPOBAHHOM)  IJIIOKO3bI, YTO CIIOCOOCTBYET
i@ @y3Ur HOBBIX MOJIEKYJ U3 KPOBH.






Fmoxo3a
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Karaboau3m riiroko3nl 10 CO2 | HZO

OCHOBHBIM HaNpPaBJICHUEM HUCIIOJIB30BAHUS TITIOKO3bl B OPTaHU3ME SIBJISIETCSI
e€ okucnenue 10 koHeuHbIx mpoaykros (CO, u H,0) ¢ nenbio ussnedeHust
SHEPruu JJisi MNOCHEAYIOLIEr0 HKCHOJIb30BaHUS. B spuTpouurax NIHOKO3a
CAMHCTBEHHBIN HCTOYHHK SHEPreTUUECKOTO TOIUIMBA, a B TOJIOBHOM MO3Ie
OCHOBHOM MCTOYHHK. J[pyrve opraHbl 1 TKAHH MEHEE 3aBUCUMBI OT TITFOKO3bI
¥ MOTYT TIpU €€ HEJIOCTATKE OKUCIISITh IPYyTUE COCTMHEHMUS.

[TomHOE€  OKHCIIEHHWE  TJIIOKO3bl  BKJIIOYAET:  adpOOHBIA  IJIMKOJIM3,
OKHCJIUTEIBHOE JI€KapOOKCUIMPOBAHUE MUPOBUHOTPATIHON KHUCIIOTHI WU €€
kapOokcuiaupoBanue, nukia KpebOca, 1enb IepeHOca  DJIEKTPOHOB.
PaccMoTpuM 3TH mpo1ecchl B TPEIIOKEHHOM MOCIEA0BATEILHOCTH.



Iuxons

B TkaHsax (B TOM 4ucCl€ B II€YCHM) pacnaj INIFOKO3bI
IMPOUCXOAUT JABYMSI OCHOBHBIMH MYTAMHU: aHAPPOOHBIM
(Ip1  OTCYTCTBHM KHUCJOpPOAA) W a’poOHBIM, JJs
OCYIIECTBJICHUS KOTOPOIO HEOOXOAUM KHCIOPO/I.

[ TMKOJIM3 OCYIIECTBISIETCS BO BCEX KJIIETKax, HO B
3aBUCUMOCTH OT THIIA KJIETOK MOXET HMETh CBOM
OCOOCHHOCTHU. B MBIIIEUHBIX KJIE€TKaX ATOT MPOIECC
MOXKET OCYIIECTBIIATHCS Kak IO a’pOOHOMY, TaK U IIO
aHa’poOHOMY IyTH (IIpu TUOOKCHMH). B  KieTkax
HEPBHOW TKAHU HCIIOJIB3YETCS TOJBKO a3pOOHBIN
[JINKOJIM3, @ B DPUTPOLIMTAX TOJBKO aHa’poOHBIM. B
YPUTPOIUTAX, B OTJIIMYME OT APYTUX KJIETOK, B KAYE€CTBE

ITPOMEKYTOUYHOTO IPOJYKTa oOpazyeTcs 2,3
audocdornuiepar, KOTOPBIN BBITIOJIHSIET
Creu(PUUEeCKyr0 (PYHKIIUIO — CHHXEHHUE CPOJICTBA

reMOII00MHA K KUCIIOPOAY.
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B pacmeopumoii uacmu yumonnazmvl KiemKu MOAeKVId
anKo-6-chocchama pacuiennisiemcsi ¢ 6blC8000JCOEHUEM 2-X
MOJIeKYl  NUPOBUHOSPAOHOU Kuciomvl. B  6e3xuciopoonvlix
YCILOBUSX NUPOBUHOCPAOHAS KUCIOMA B0CCMAHABIUBAEMCS C
00pa3zo6aHuem MONOYHOU KUCAOMbL. AHAIPOOHBIU 2TUKOIU3 —
CIOXKHBIM (pepMEHTAaTHBHBIM IIPOILIECC pachaja IJHOKO3HI,
OpOTEKAIOIUM B TKaHIX 4YeJlOBeKa U KHUBOTHBIX 03
noTpebaeHus kucjaopoaa. B mpoiecce mimkoian3a oopaszyercs
ATD.

CyMMapHO€ ypaBHEHHE TIJIMKOJIM3a MOXKHO IIPEJACTaBUThH CISAYIOIIUM
o0pazoM:

C6H1206 + 2A0P + 20H->2CH3CH(OH)COOH + 2AT® + 2H20.

[ oKO3a Mono4yHaga kucnoTta
VY oOnuranTHbeIX (aHA3POOHBIX) MUKPOOPTaHU3MOB M HEKOTOPBIX KJIETKaX
KHUBOTHBIX nu YCIIOBCKA TJTINKOJIN3— CI[HHCTBGHHLIﬁ HpOHGCC,

MTOCTABJISIOIINK SHEPTUIO.



Anapoonviui  21uKoIU3I— pPaAcCnao0 20Ko3vl 00
nupysama Heooxooumas cmaousn 01 0aja1bHeuue20
NOJIYYEHUA 6 MAMPUKCEe MUMOXOHOPUU MONEKY
auemun-KoA, nocmynnenue Komopvix 6 UUKI
MpPUKaApOOHO6bIX  KUCIOM W TIPUBOAUT K
BBICBOOOKICHUIO OCHOBHOI'O KOJIMYECTBA DHEPIHUH,
YIJIEKUCIIOTO raza " SHAOTC€HHOU BOJIBL.
BrICBOOOXKIAETCA OONBIIOE KOJIUYECTBO DHEPrUHU
(2880 xJI>x/Monb), mpu 3ToM TOJIBKO 40 %CBOOOIHOM
sHeprum 3amacaercs B Bujae — ATD. OcrambHOE
akkymynupyercs B mosiekynax HAJIH n DPAJIH2

DBOJIFOIMOHHO, aHaPPOOHBIM [JIMKOJIN3
IpeIIIeCTBOBAN a3pOOHOMY BapHAaHTY.




A3apoonstii 2nukonus (6 npucymcmeuu Kucaopooa)

Tabnuia.
KoanuectBo ATD, oOpazyeMoro B pouecc adpoOHOro
] Benicins KosimyecTBo
1 ATD*, moab
meosa = 2 nupysata. CybcrpaTHoe hochopunpoBaHue 4
g (AP +4Dy,)
;rﬁepenoc 3JIEKTPOHOB OT MTOoIUIasMaTtuyeckoro HAJIH + H*:
| MaJaT-acrapTaTHBIM YEJTHOYHBINA MexaHu3M, akuernrtop HAL* 6 win
 MHTOXOHAPHAIbHBIA (AP +3Dy) X 2 win
 rHLepoIOCHaTHBIA YSTHOYHBIA MEXAaHU3M, aKLIENITOP YOMXWUHOH -
(QAID +2Dy) X 2
OxucaurenbHOE JeKapOOKCUIMPOBAHUE ITUPYBaTa:
2 nupysar — 2 auetui-KoA+CO,+2HAITH+2H" GAIDP+3Dy) X 2 6

UutpaTHBI HUKIT: cyOcTpaTHOE (POCHOPUIUPOBAHNE
2

(TP+D > TTO-ATD) X 2;
okucautenbHoe hochopuwnpoBanue (11 AIP+11 D) X 2 22

-2

DochopupoBaHue IIIOKO3bI ¥ PpyKTO30-6-ocdaTa
38 wiu 36

Uroro

¥ -
lpumesanne. Kommuectso AT paccaHTaHo, HCXOAs U3 TOTO, 4TO NpH okucnenns HAJH u ®AJIH, B apixaTenb

HOH 1enu obpazyercs 3 u 2 monekyisl ATD, COOTBETCTBEHHO.



Aapoodnuii 2nukonus

[IocnenoBareIbHOCTh PEAKIUN a3pOOHOro ITIHKOIN3a
XOPOIIIO MU3y4eHa. IIponecc TJIMKOJIN3a
KaTAJIM3UPYETCAd OJMHHAALATBEIO  (epMeHTaMu U
IIPOTEKACT B LIUTO30JI€ KJIECTKH.

IlepBoil (pepMEHTAaTMBHOM peaklyell INMKOIU3a SBISCTCS
(dochopunupoBanue, T.e. MEPEHOC ocTarka optodocdara Ha
r1r0Ko3y 3a cuer AT®. Peaknus karanu3upyercs GepMeHTOM
rekcoknHazon. OIHAKO, B TIEYCHU U ITOJKEITYAOYHOM KEIE3€
3Ta pEaKLUs KaTaJu3upyeTcs KaKk TeKCOKMHA30M (IMIPU HU3KUX
KOHIICHTPAIUAX IJIIOKO3bI), TaK MW IJIIOKOKWHA30M (Mpu

BBICOKHX KOHIOCHTPAIHNAX FJIIOKOBI)I).
H,OH CH,OPOH,

l O
b &J"/’ =
OH ‘
HO N/ OH
OH




A3apoonsti 2nuxkonus
Bropoy peaknuen IIMKOJIU3a SBJSIETCS NPEBPAILCHUE
I1I0K030-6-Qocdara noja AeCTBUEM (pepMeHTa IIIFOK030-6-
(hocdar-uzomepasnl BO GppyKTo30-6Qocdar:

CH,OPO4H, HOPO4H,
CH,OH
e A—
H - i
H H OH
H H

DTa peakius IIPOTEKAET JIErkKo B 00OMX HAIPABICHUSX, U
IUIs1 HEE He TPEOyeTCs KaKuX-Tn00 KO(PaKTOPOB.




A3apoonwti 2nukonus3
Tpetbs peaKIus KaTaJau3upyeTcs (bepMeHTOM
dochodpykToknHazoi; 00pa30BaBHIMKUCI  (PYKTO30-6-
¢ocdhar BHOBb (Qocdhopuaupyercs 3a C4YeT BTOPOU

MOJIEKYJIbI ATO:
DpykT030-6-hocdar ®dpykTo3o-1,6-0uchocdar
CH,OFPOgH, T H,OP O H,
! HOH N AN FHOF O
| - HO
OH OH
Jlannas peaxkuus AHAJIOTUYHO TEKCOKMHA3HOU

NPAKTUYECKH HeoOparuma, IPOTEKaeT B IPUCYTCTBUHU
MOHOB MarHus M SBIISIETCS HamOoJIee MEIJICHHO TEKyIeH
peaknuern — muMKonm3a.  DOaKTHYECKM  3Ta  peakuus
OIIPEACIISIET CKOPOCTH ITIUKOIN3a B LIEJTIOM.



A3apoonwti 2nukonus3

YeTBepTyro peakiyio ITIHKOJIM3a KaTalu3upyeT (epMeHT
anpnonasa. llog BausHMeM »TOoro depMeHTa QPyKT030-1,6-
ouchocdar pacmiemnsiercs Ha aBe (GOCPOTPUO3HI:

Juokcuaneton-pocda Inunepanbaena-3-dpocdar

C"‘)O:'(,' ..-J.-_, T
O CHOPO#H. CHOPOH. > G
\ | HO/ e G + HCOH
T CH.OH CHLOP
| I -
OH

Orta peakius oOparthma. B 3aBUCMMOCTH OT TeMIIEpaTypbl
PAaBHOBECHE YCTAHABIMBACTCS HA paziuyHoOM ypoBHe. Ilpwu
MOBBIIICHUU TEMIIEPATypPhl PEAKIUS CIBUTAETCS B CTOPOHY
OoJib1IEr0 00pa3zoBaHus TPU030(hocharon



A3apoonwti 2nukonus3

[IsTas PEAKIIUA — 3710 peakums u3omepuszanuu Tpuoszodocdaros. Kara-
nu3upyercs pepMeHToM Tpro30(docdarnzoMepasou:

JluokcuaretoH- ¢ocdar I'muuepansaerua- 3-docdar
C Ho OH > =4
l IO
C=0 —_— — -1 C Oy
i l
CHOFPOagHo CH20FPOa3H2

PaBHOBecue peaklUM CJABHHYTO B CTOPOHY JUTH-
pokcuaneroHpochara: 95% aguruapoxcuaneroHdochara u
okosio 5% munepanpaerua-3-pocdara. B mocueayromue
peaKIMyu  IJIHKOJIW3a  MOXET  BKIIFOYAThCS TOJIHKO
raunepanbaerua-3-gocdar.

OOpazoBanueM  rmunepainpaeruja-3-gocpara Kak  ObI
3aBepIIAeTCs IepBasi CTaaus IITUKOIM3a.



Aapoodnuii 2nukonus

[IlecTast peakuuss — maunepanbaerua-3-gpocpar B  NPUCYTCTBUM
depMmenTa Tuuepanbaeruadocdaraeruaporesassl, kopepmenra HAJ u
HEOpraHu4eckoro (ocdara moaBepraeTcs CBOCOOPA3ZHOMY OKHUCICHHUIO C
o0pa3oBaHUEM 1,3-0ucdocdornmuiepuHoBoi KUCJIOTHI U

BoccTtaHoBieHHOW dopmbl HAJ[ (HAJIH). Ota peakumsi OgoKuUpyeTcs
Hoa- wim OpomalneraToM, NPOTEKAET B HECKOJIBKO 3TAroB:

H
e
¢,

rnuuepanbaerua-

HCleH + HAQ® + HPO, = _—
l = hocharaeruaporeHasa
CH,OPQOgH,

Fnuuyepanbaerna-
-3-thocpaTr

20
~O~ POgH,
- HCOH + HAOH +H’

|
CH QO POgHjp

A

1,3-Buchocdornuyepar



I'moko3sa

ATD
AllD 4y
I'moko3o-6-¢ocdar

!

®pykro30-6-docdar

ATOD

AT} 6
®pykTo30-1,6-6uctocdar AD+D, ATD
T\A JIMrHIpOKCH- i /Ii %’

¥ / auetoHpocdar 2 5

- Tnuuepanbaerua-3-pocpar  XHy;— XH, gam

H,Po/\‘{.( HAZL 4
v PHAIH+H ™ y o x *HAIH+H’

1,3-Bucdochormuuepar

R JHANH+H* PALH,
v 7\
2x<  3-@ochormuepar 5

A
l Co,
[Mupysar -ZbAue'nam-K

H,0 0 All® ATO
®ochoeHonnupysar -LIZ» [Mupysar

Iuronnazma Muroxouapus

:Iz’uc. 13-9. AapoGHblit pacnaj r10Ko3sl (cxema): | — pacrnaji IloKOo3bl B LIMTOILIA3ME;

xu— OKHCITUTEIIbHOE A€KapOOKCHIMPOBAHME TIMPYBATA; 3 — LUK TPUKApOOHOBBIX

ATC(JI[)OT, 4 — 4eNHOYHBIH MEXaHM3M; 5 — nens NEepeHoca 3IEKTPOHOB; 6 — CHHTE3
B peakL1 OKMCIMTENILHOTO hochopumposanus |




MeTabonn3m nakrata: UMKn Kopu

JlakTaTt NocToAHHO obpasyeTcAa U3 rJ/Il0KO3bl B Npouecce aHas3pob
HOro rJAMKo/siM3a B 3pUTpoLMTAX, ceTHaTKe M MO3roBOM BellecTBe
noyeK. ITOT JlaKTaT CHOBa MpeBpawaeTca B rJIIOKO3Yy B LUMKAe
Kopu. JlaktaT nepeHOCUTCA B NeYeHb M NpeBpallaeTca B rl0KO3y
B npouecce rjaKoHeoreHesa. O6pa3oBaHMe J/IIOKO3bl M3 JlaKTaTa
TpebyeT 3aTpaTtbl 6 Mmoniekyn AT®. Ecau n3-3a noparkeHnA neyvyeHu
umMkn Kopu 6,10KMpyeTca, B OpraHM3mMe HaKarn/iMBaeTcAa JlaKTaT M
pasBMBaeTCA  runepsiaktaTtCMMUA. MnepnaktateMma  4acTto
npotekaet 6eCCMMNTOMHO, M 3TO BeCbMa pacnpocTpaHeHHoe
COCTOAHUE, He npeAacTaBaAoWee yrposbl ANAA XU3HU. JlMwb B
pPeAKMUX C/lydaax PasBUBAETCA OMACHbIM JlaKTaauMao3, C KOTOPbIM

He cnpaBnAlTcA 6ydepHble CUCTeMbl OpraHM3ma.
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QyHKUMA IPUTPOLMTOB — TPAHCMOPT KUC/I0pOJAa KO BCEM OpraHam M
TKAHAM opraHmMsma. [1o UpOHMM CyabObl, SPUTPOUUTLI HE MOryT
MCNONb30BaTb KMCJ/IOPOJ, KOTOPbIM TPAHCMNOPTUPYIOT. MCTOYHUKOM
3HEpPruM ANA 3pUTPOLUTOB CAYKMT FJIOKO3a, NPU OKUCIEHMU KOTOPOM
B XO4€e aHa’spobHOro r/MKoAmMsa B IpuUTpoumTax obpasyetca ATO.
A3p0o6HOE OKMCIEHME T/IIOKO3bl B 3pUTPOLMTaxX HEBO3MOXKHO, TaK KaK B
HUX OTCYTCTBYKOT MMTOXOHAPMM U BMECTE C HUMM BCE (PEPMEHTHI
umkna Kpebca. Kpome TOro, B HMX OTCYTCTBYIOT TaKXKe (PepMEeHTHI,
Heo6XoAuMblE A/ OKUCNEHUA KUPHbIX KUCIOT M MUCMOJIb30BaHUSA
KETOHOBbIX Te.

[emMornobmH 3puUTpouMTa  MNPOYHO CBA3bIBAETCA C  KUCJIOPOZOM,
o6pasya oOKcuremornobmH. OfgHako B nepudepuyecKux TKaHAX
3PUTPOUMTbI AONXKHbI OTAATb 3TOT KUCA0POA APYrMM KNeTKam. ITO
OCYLLeCTBNAETCA Gnarogaps ABJIEHUIO, U3BECTHOMY MO Ha3BaHMEM
3¢ dekTa bopa. 2dpdeKT bopa co3gaetca 6naroaapa ABYM (haKTopam:
NPOTOHaM U 2,3- bucdocdoramuyeparty.



1. TpOTOHbI BbITECHAKT KMCIOPOA M3 OKCUreMorsiobuHa. PaboTarowmm
MbilyaM Heobxoamm AT®D, M NO3TOMYy B HMX  MHTEHCUBHO
dyHKUMOHMPYET UMKN Kpebca. B umkne Kpebca obpasyetca AMOKCUA
yrnepo/ia, KOTopblM MPOHMKAET B 3PUTPOLUTBI M pearMpyeT C BOJOM,
ob6pa3ya  YroJbHyl0  KMCAOTYy  (3Ty  peakuMmio  KaTanamsupyer
Kapb6oaHruapasa).YrosibHas KMCoTa CaMOMpom3B0OJIbHO
amccoummpyet, obpasys OMKapOoOHaT M MPOTOH, 4YTO NPMBOAMUT K
MECTHOMY BO3pacCcTaHMIO KOHUeHTpauuMm npotoHoB (H+), T.e.
NOoHMXKeHuo pH. MpoTOHbI BbICBOOOXKAAOT KMCA0POA M3 FeMOr100MHa,
M KUcaopos anMddyHAMPYET M3 3PUTPOUUTOB B nepudepuyeckme
TKaHU. 34eCb OH CBA3bIBAETCA C MMOIJTI0OGMHOM M NEPEHOCUT KMC0OPOA
B AblXaTeJIbHYIO Uenb, rae oH MUCrnoab3yetca Ana cuHtesa ATO nytem
OKMCAUTENIbHOIrO0 (hO0CHOPHIMPOBAHMA.



2. BbicBob6oXAeHWe Kucaopoa B nepudepuyeckmx TKaHAX: 2,3-
omnchocdoramuepat(2,3-bPl) obpasyeTca B aHA3POOHbIX YC/OBUAX B
IpUTPOUMTaxX U CTABUAM3UPYET CTPYKTYpPY AE€30KCUIremMorsobmHa, He
NO3BOJIAA €MY 3axBaTbiBaTb KMCIOPOJ OT COCEAHEN MOJEKY/bl OKCU
remornobuHa. [lpouecc o6bpa3oBaHusa 2,3-bOI npoucxoamt B
JONONIHUTE/IbHOM peakuuM FIMKO/IM3a, MOJYYMBLUEM Ha3BaHME LUYHT
PanonopTta—/lto6epuHra.

CBsi3biBaHME rEMOr106MHa C KMUCAOPOAOM B JIEMKMUX. DPUTPOLMTDI
NepeHocAT AE30KCUreMorsiobMH M cBf3aHHbIM ¢ HUM CO2 B nerkue.
[TOCKONIbKY B JNIErKMX MMEeT MECTO BbICOKOE napuuasibHoe AaB/ieHMe
Knucnopoga, oH BbiTecHAeT C02 m3 remornodbuHa, n CO2 BbIXoAMUT M3
Nerkmx npu  Bolaoxe. Kuciopos CBA3bIBAETCA C  FEMOrI00MHOM,
o6pasyss OKCMremMornoomH. 2,3- bOI BbITeCHAETCHA, U SPUTPOLMTHI
NEepeHoCAT K nepudepruyecKMM TKaAHAM C/legylowylo  rMopumio
K1cnopoza.



MHuTOXOHAPHAIbHBIE MeMOPaHbI

BuentHsas BHyTpeHHSsIs1
115
[muuepon-3-gocdar ['muuepoi- T
HA 3-docdar
1 KoQH,
HATH+H" 4)
JIMTHApOKCH- JAMruapokcu- KoQ
aneToHdocdar anieroHdocoar
IIuTomnazma Marpukc

MUTOXOHAPHH

Puc. 13-11. I'muuepondocdarHblii YEeTHOUYHBIA MexaHu3M (cxeMa). PepMEHTHI:
I — mmuepon-3-docharaernaporeHasa LUTOIUIa3MaTUUecKasi, 2 — TIJIMLEPOTI-
3-docdarnernaporenasa MmutoxoHapuanbHasg. LIITD — uens nepeHoca 3aeKTPOHOB,
BKItoyaronas kommiaekcnl I u IV






o [luxn mpeBpameHus

 JINMOHHOM KHACJIOTHI B
YKHBBIX KJIeTKaX ObLI
OTKPBIT U H3yYEH
HeMelKUM
OMOXMMHUKOM XaHCOM
Kpebcowm, 3a 3Ty padorty
oH (coBMecTHO C D.
JInttMmaHOM) OBLI
YIOCTOEH
HoOeneBcKoi mpeMun

(1953 rog).




o IJuxn Kpebca — 310 xiaro4eBoi stai

ABIXaHUS BCeX KJIIETOK, UCITOIb3YIOIINX
KUC/IOPOJ, LEeHTP nepecevyeHust MHOXXeCTBa
MeTa0o/IMIeCKHX MyTell B OpraHu3Me.

Benku, nonucaxapuzbl U Xupbl

Lol

AMWHOKWUC/10Tbl, MOHOCaxapuibl, XXWPHbl€ KUC/O0TbI

v
AueTtun-KoA

HALL AL®

OKncanTensHoe
thocchopunnposaHme

Llnkn
NMMOHHON
KWUCNOThI

HAQH ATD




BT R

e VaykapuoT Bce peakuyu nmukiaa Kpeoca
MPOTEKAT BHYTPU MUTOXOHAPUW, MPUIEM
KaTamu3upymomue ux ¢pepmMeHThI, KpoMe

OJHOI'0, HAXOAATCSA B CBOOOTHOM COCTO}IHI/II/I

B MUTOXOH/IPHUA/TBHOM MaTPUKCe.

°* Y NpoOKapMoOT peaKuuy UKJ/IQA MPOTEKAIOT B
LUTOIIa3Me.

e [Ipu pabote nukina Kpebdca okucasrorcs

-

pa3/IMIHbIE MPOAYKTHI OOMeHa, B ‘IaCTHOCTI/I

TOKCUYHbIE HEJOOKHUC/IEHHbIE IMTPOAYKTHI
paciaja aJIKOroJis, I03TOMY CTUMY/ISIIHIO
nukiIa Kpeb6ca Mo)XHO paccMarpuBaTh Kak
Mepy OMOXHMMHYEeCKOM JeTOKCUKAIHH.




§ l MMAPOK CHMMPOSMH | r

| umcTEMH ? il

TPEOHWH : :

FAWUKMH g TPAHCAMWMHAIA :
TPUMTOD AH mlite- A AHI H- ot [1)1PYE A T ALIETIJ1-COA |

MM PYBAT- : :

O KPOEHONMMUPY BAT- i KAPEOK - g ;

KAPBOKCH KMHA 3A CHIIASA 5 ;

[ TIOKO A |- DOCDOEHOST —————e- OK CASIQALIETAT : ;

MUPYBAT ] 3

TPAHC- : :

TMPO3INH AMUHAZA| LIMTRAT : 3

®EHWNANAHMH oy PIMAR > ] 3

WIONEALMH \ ACTAPAT : §

METUOHMNH > eeiie CYK LIIIH W1J1-CoA 500, 5 ;

BATIH T o~ KETOM IYTAPAT B

NPOMWOHAT : §

2005 TPAHCAMMHASA| |: 3

rMCTUAWH 5 ;

NPOJSIVH : 3

APTHIHWH ;




LUUNKI er6ca: Linkn npouncxogut B MaTtpukce

MWUTOXOHOPWUNA U COCTOUT U3 BOCbMU MocriegoBaTeribHbIX
peakuunn.

1 peakyms:
HO HS-KoA
CHgj O0=C—COOH : : CH,—COOH
*

f-Lffg-qu u,(I:-cooH LATpaT-cunrana HOé—COOH
Auetun-KoA Oxcancauerar Uwrpar

2 peakuus:

COOH (COOH | COOH

MO é HO |

Ha 2
é—COON t¥ ~. - H—I“—coon
N-—(l;—u o “ P ( HO —&-—n

(!}OON et o ey LiOOH | meowmar-rusparan &OON
L0 At TaY

Vooutpar




3 peakuus:

OOH COOH
T & il 20 -
HO=—=C—H i
O0OH COOH
HaoumnTpar a-Ketorayrapat
4 peakuums:
COOH COOH




5 peaKkuums:

OOH COOH

5o i (1 + HS-KoA

Hy « TA® + P Cyxipann- KoA-CunreTass é“ﬂ

e S-HoA &OOH

Cywipmmmn- oA Oy
6 peakuus:

c'zoon EOAL.  ERo; OOH
L "
| H, Cyxumnargernaporenasa Hi
COOH OOH

Cyxuunar Dymapar




OOH HO OOH
peakuus 7. —H \ H -H

l |
COOH  HO o COOH

DGymapar L-manar

OOH iOOH
Peaknusn 8.

+ HAL = - + HALIH+ M’




CTa,zmn ITKJIA er6ca

Okcanoauerar +
1 AueTtunn-CoA +
HZO

2 Uwntpar

yuc-akoHunart +
H,O

N3ouutpar +
NAD*

5 OkcanocykumHar

Lntpart +
CoA-SH
LintparcuH
Tasa
yuc-akoHuTar +
H,0
nsoumTpar
rmgpataum
OkcanocykuuHa A
T+
NADH +H*

a-ketornytapatr aekapbokc
+ NNNPOBAaHU

PSS

AnbaonbHas
KOHOEeHcaum
S

dKOHNTa3a

nsouuntpaTa
erngporeHas
a
aekapbokcu
nupytouias

HeoOpaTnma
a cTagus,
obpa3sveTtcs

niMMmTupyroLwla
A cTagus,
npespailaet C,
okcanoavertart
BC,

OkuncneHune



CTE[,Z[I/II/I ITKJIA er6ca

obpasyetca NADH

anbdaketornyt Okucnut
& y (3KBMBANEHTHO 2.5

a-keTtornytapaTt  CyKUMHUN-CoA
apartoerngpore  enbHoe

N N Ha3HbIN ekapbok AU
NAD* + NADH + H* + Ackap pereHepauusa C, Lenu
KoMnnekc (3 CUNMMpoB 4
CoA-SH CO, chepmeHTa) AHUe (ocBOBOXOaETCA
P CoA-SH)
cybcTtpart
CYKUMHAT + CYKUMHUNKO(pe Hoe AD->ATP,
KUMHWMN-CoA +
7 YK Co CoA-SH + PMeEHT A docchop obpasyetcsa 1 ATP
GDP + P.
i GTP CUHTETa3a unmposa (nnn 1l GTF)
Hue
ncnonb3yetcs FAD Kak
NpoCcTeETUYECKas
->
chymapar + rpynna (FA:D FADH,
g CyKunHaT + yBUXUHAN cykunHatgermg OKucneH Ha nepBouv cTaguu
yOUXMHOH (Q) i poreHasa ne peakuumn) B



' Craaguu nukiaa Kpeoca r

l e
bl peakuumn

9 doymapart +
H O

L-manart +

10 NAD*

H O-
L[-manat  dymapasa I'IpVICOGD,VIH
eHune
K
oKcanoat Manatgeruap obpasyetcsa NADH
erar + oreHasa oKicrnenme (3KkBMBaNeHTHoO 2.5 ATP)
NADH + H* '

| OGuiee ypaBHeHHE OFHOTO 0GOPOTA IMK/IA

L KpeoOca:

Annernia-KoA — zCO2 + KoA + 8e-




MIOKO3A ————*" MUPYBAT HHUPHbIE KUCIOTbI

A I Trmpyear- |3
U ancetuncan | AETHAPO- | 3
f1 l_ll C 1 V1)) "_ rEHASA " R A“ET""‘COA
o S OKCAJIOALUETAT
- ATP-UUTPAT-
NMUA3A
UHUTPAT

.....

MUTOXOHAPUANBHAA MEMBPAHA Z -




Muroxom/ipuasinnsie Memopansi

Buenmss BuyTrpenHss

Manar » Masar
HAL' +./ ] . . HAL'
HAIH+H ) HAJIH+H'
Oxcanoauerar Oxcanoanerar
4 2-Okcornyrapar 2-()Ku)rny'rapaTj3
[ nyramar » [yramar
Acnaprar < Acnaprar

[Inronaasma Marpukc MHTOXOHAPHH

Puc. 13-10. Manat-acniapratHblit YesHO4HbIA Mexanu3m. Depmentsr: | — Manare-
MMIpOreHasa LMTOIVIa3MaTHYecKas; 2 — MalaTleruiporeHasa MUTOXOHIpUaJIbHas;
3 — acnapratammuHoTpaHC(epaza MUTOXOH/IpHAbHAS, 4 — acriapTaTaMHHOTPaHCe-
Pa3a uuTOMIA3MaTHYeCKasd, 5 — MaJaT-2-0KCoryTapaTTpaHciokasa, 6 — acraprar-
HIyTamarrpaHciokasa



Perynsinus nukima 8

[Hukn Kpebca perynupyercs «Io MeXaHU3MY
OTpHUIIaTe/IbHON OOPAaTHOM CBA3H», MPU HATUINU
OO/IBIIIOTO KOJTUYECTBa CYOCTPATOB, ITMK/I AKTUBHO
paboTaeT, a MpU N30bITKE MPOAYKTOB PeaKINuH
TOPMO3UTCH.

Peryrisimust ocylecTB/IsieTCsI U IPU MOMOIIU _
ropMoHOB. TakuMu ropMOHaAMHU ABAAIOTCA: HHCY/IUH
Y afipeHa/TVH. [TIOKaroH cTUuMy/impyeT CUHTE3 '
[JTIOKO3bI 1 HHTUOMpYeT peaknuu nukiia Kpeoca.

Kak mpaBuio pabora nukia Kpeoca He npepblBaeTc;I
3a CYET aHATUIEPOTUYIECKUX PeaKIHii, KOTOpbIe

NMONOMHAIOT UK cyocTpatamu: [Tupysar + CO_+
AT® = Oxkcananerar(cyocrpar llukiaa Kpeoca) ; AllD ;
+ QH. '




q OyHKIIMM UUKJIA

1.UHTerpatuBHas QyHKIIUA — UK IBASETCA
CBSI3YIOIIIUM 3B€HOM MEXKY peaKIusIMU aHa0o/IM3Ma
M KaTa0o/m3Ma.

N
r

2 Karab6ommueckass pyHKIuss — mpeBpalleHue
Pa3TNYHBIX BeleCTB B CYOCTPAThI UKJIA:

JXupnblie kucaorsl, nupysar,/leir,Pen — Auern-
KoA.

Apr, I'mc, I'ny — o-keTorayrapar.
®en, Tup — pymapar.

3 AHabomnYecKas PyHKIIUS — MCIOIb30BaHUE
CyOCTPATOB UKJ/IAa HA CHHTE3 OPraHUuYeCKUuX BemeCTB°

Oxkcanamerar — IIOKoO3a, Acm, AcH.
Cyxkuuaunia-KoA — cuHTE3 rema.

L e

P
-

CO, — peaknuy KapOOKCHIUPOBAHMSA.




2
l OyHKIIMU HUKJ/IA 4

1.BogopogogoHopHas dyuknua — mukia Kpeoca W
. MOCTaBIsIeT Ha AbIXaTe/IbHYIO Iiellb MUTOXOHAPHii :

. mporous! B Buze tpex HA/TH.H* u ogroro ®A/TH ..

- 2.0Hepretndeckas pyakuusa — 3 HAJAH.H* maer 7.5
 Moab AT®, 1 PAH_ maer 1.5 mors AT® Ha

apIxaTeabHOU Henu. Kpome Toro B nukiie myrem _
cyocrpaTtHoro pochopunipoBaHu CHHTe3UPyeTCsi1
I'T®, a 3aTrem u3 Hero cuHTe3upyercs ATD :
nocpeacrsam rpaHcdocopuaupoBanu: TP + AP =:
ATOD + TAD. :

P
W




Amdunodoonunyeckme hbyHKLUNN

LUKNa TPUKAPOOHOBLIX KUCIOT _
HTK CBA3BIBAET KaTabONMYeCKUe U aHAOONMYECKHUE
MPOIECCHI uepe3 OOIIMe IS HUX METaOOIUTHYECKHE.
Jacts MeTaGOIHTOB 06pa3yeTcsi B LIUTPATHOM LHKIIE, A |
NPYTHe BKIIOYAIOTCS B HErO M SIBISIIOTCS HAYAJIBHBIM
MPOAYKTaMU  JPYTUX META0O0JINYECKUX  ITYTCH :
(DIFOKOHEOTreHe3a, TPaHCAMHHHUPOBAHHE,
JI€30MMHUPOBAHKE U JIp).



AHabonunyeckasn ponb LUTK
3akirodyaeTcsd B TOM, 9YTO H3 IIPOMCIKYTOYHLIX METa00JIUTOB
- 9TOIo 1pouccCa MOI'yT CHHTC3UPOBATLC APYIHNC BCIICCTBA.




[utpar, 2-okcormyrapar, cykuuHui — KoA, dymapar B
HTK  nopespaiatorcs B  OKcajoalerar, a Wu3
OKcaJIoaleTaTa MOXKET 00pa3BaThCs MIIHOKO3A.

[uTtpar y4acTByeT B IIEPEHOCE AaUETUIBHBIX TPYIIII
arieTril- KoOA B nmuToruiasMy A1 CHHTE3a JIMITHIOB.
[Hutpar cnocoOeH CBSI3BIBATH HMOHBI  KaJBIHS M
y4aCTBOBATh B MPOIECCAX UX MEPEHOCA U OTI0KECHMUS.

B peaknuyn TpaHCaMMHMPOBAaHHWE U3 OKcajoarerara
oOpa3yeTcss  acmapardHoBasi  KucJora, a M3 2-
OKCOJTyTapara — IIyTaMUHOBAask KUCJIOTA .

Cykuuaun — KoA ydyacTByeT B CHHTE3€ MNOP(PUPUHOB
(rema)

Cykmuania — KoA sasisiercst njonHopom HS-KoA B peBkiun
IpeBpallleHue areroalerara, B aKTUBHYIO (OpMy —
aueroaneTuii- KoA.



Katabonunyeckasa ponb LUTK

- 3aKio4yaeTca B 06pa3oBaHMM KOHEYHOIO

- npoaykTa metabonumama — CO2 n HapaboTke
BOCCTaHOBIEeHHbIX Monekyn HAL n ®A[L,

. MOCTaBNSALWWNX BOCCTAHOBUTENbHbIE

- 3KBMBAIEHTbI B AblXaTernbHY0 Lienb.



PErynAaAuuAa UUKIA TPUKAPBOHOBbIX
KUCIIOT

Cxopocts npotekanusa peaknua B IL[TK onpenensercsa cooTHOmeEHUEM
konuuectBa AT®D/ AJI® u HAJ/HAJI+ u peryadaiuu akTHUBHOCTHU

KJIFOYEBBIX (DEPMEHTOB, K KOTOPBIM OTHOCHT:

- IutrparcuHTaszy- NepBbIM (PEPMEHT JAHHOTO META00INYECKOTO MYyTH,
AKTUBHOCTBH KOTOPOTO OINPENEISIETCA JOCTYITHOCTRIO OKCajoalerara.
AT® u HAJIH. [lutpar uarudbupyet ToT epMeHT, a MoJiekysia AJ[D
SBJISIETCS] AJJTIOCTEPUYECKUM aKTUBATOPOM IIUTPATCUHTA3bI



- USBOUUTPATOEMOAPOIEHA3Y

doepMeHT annocTtepuyeckn aktusupyetca AP
n noHamm Ca +2 n nurnoupyetca HALH. :



® lNocTynneHue raKo3bl BO BCE K/IETKM TKAHEHU, 3a
MCKOYEHMEM MO3ra, NPOUCXOAUT MpPU ydHacTUM
rOPMOHa MHCYJ/IMHA: HA NOBEPXHOCTH
LUMTOMN/IA3MaTMYECKMX MEMOPAH K/IETOK-MULLEHEN
MMEIOTCS 6eNKU-peLenTopbl ANA B3aMMOJENCTBUSA
C MHCY/ZIMHOM, 61aroZapa Yemy rnpomcxoamT
OTKpPbITUE «KaHaNbLEB>» MU MPOHUKHOBEHUE
rJII0KO3bl BHYTPb KNEeTOK. Ha noBepxHOCTH
LUMTONIa3MaTU4ECKMX MEMOPaH KNETOK Mo3ra
OTCYTCTBYIOT 6€/KU-peLenTopbl A4
B3aMMOJENCTBUA C MHCYJIMHOM, U KNETKM MO3ra
MOJ1y4atoT /IIOKO3Y M3 KPOBM MYTEM NPOCTOU

AN Pysuu.



® [MocTynMBLIAsA B KNETKU TKAHEM T1I0KO3a MNoJ
BAMAHMEM FreKCOKMHasbl (K. =0,1 mmonb/ n)
npeBpaLlaeTca B r/1toKo30-6-pocdart U He
BbIXOAMT M3 KNETOK. NCcKato4eHue
COCTaBJIAIOT reneToumTbl, B KOTOPbIX MMEETCH
(bepmeHT ratoroknHasa K =10 Mmosib/ n,
No3TOMY (POCPOIMPOBaAHME I/IHOKO3bI B
renaToumTax Ha4MHAEHTCA NPM BbICOKOM
KOHLUEHTpaLUMM F1I0KO3bl B KPOBU U
06pa3oBaBLLUMUCS MPU STOM [IHOKO30-6-
docdaT uaet Ha BUOCHUHTE3 IIMKOreHa B
NeyeHu.



@ [lpexae Bcero rjaKo3a nogsepraeTtca
dochopUnMpoBaHMIO NPU YyHaCcTMKU PEePMEHTA
F€KCOKMHAa3bl B MblLLLIAX MU FIIOKOKUHA3bI B
nedyeHu. Jlanee rnoKo3o0-6-gpocdar noa
B/IMAHMEM PepMeHTa pocdoritoKoMyTasbl
nepexoamT B r/1toKko30-1-gpocdart. lNocneaHsas
BCTyNaeT A0 B3aMmoaencTems c YTO,
o6pa3sya ypuamHamdpocopatraokosy (YAD-
r110K03a) 1 nMpodocdar.JaHHaAa peaKkums
KaTta/im3nmpyeTtca epMeHTOM IJ/1l0K030-1-¢oc-
dbaTypuamnmaTpaHcdepasomn.



® Ha nocnegHeun ctagmu NponUCcXoamT NEpPEHOC
OoCTaTKa r/1l0Ko3bl, BXoAAuwero B coctas Y/0-
FJI'0OKO3bl, HA FIMKO3UAHYIO Lienb MIMKOreHa
(«3aTpaBOYHOE>» KOJIMYECTBO) NOJ AEUCTBMEM
depMeHTa rnamkoreHcmHTasbl. ObpasoBaHue
rIMKO3UHbIX CBA3EM KaTa/M3upyeT (pepMeHT
BETBJIEHMUS.



® B npucytcTBUM ramkoreHpocoopmaasbl «a»
rJIMKOreH pacnagaetca Ao roKo30-1-
cdocaTa,KoTOpbIM NOA AENCTBMEM
docdor/oKoMyTasbl NpespallaeTca B
rII0OK030-6-ocdaTt (B Mbilwiax). B nevyeHu xe
pacllensieHne riIMKoreHa npoTekaeT 4o
CBOGO/HOM /IIOKO3bl NOJ BJAMAHUEM
docdoTasbl, KOTOpas OTCYTCTBYET B MblLUILAX.
buocuHTE3 1 pacnaj r/iMKoreHa
PEryIMpyoTCA rOpMOHaMU: aZIpEHA/IMHOM,
rJIIOKAaroHOM U UHCYIMHOM. lNpu ronogaHmm 3a
24 yaca 3anac r/iMKoreHa Becb pacxoayeTtcs.



® PacwenneHue rawKosbl no
FJIMKOJIMTUYECKOMY IMXOTOMUYECKOMY NMYTH -
rIMKONM3. [JIUKOJIU3 - OCHOBHOM NpoLecc
06pa30oBaHUA SHEPTUM MYTEM OKMUCSIEHUS
rNtoKko3bl. OH NpeAcTaB/IAET COBOM CNOXKHbIM
pepMeHTaTUBHbIM NpoLecc
nocaeoBaTeIbHbIX NPEBPALLEHMI /IHOKO3bI,
NMPOTEKALMM BO BCEX KNETKAX NpU
MCMOJIb30BaHMM KMCopoaa (a3pOo6HbIM
rIMKOJIN3) I B €ro OTCYTCTBME
(aHA3pO6HbIN FMKOM3). JIoKaIM30BaH B
LIMTO30/1€ KNIETKM.




® A3pO6HbIN KO3 BKAoYaeT 10 peakuum: 5
peakLUuMn NoAroTOBJIEHHbIX U 5 peakumH,
NPUBOAALLMX K 06pPa30BaHMI0 SHEPTUM.
KoHeYHbIM NpOAYKTOM a3pO6HOro r/iMkosim3a
ABNAeTCcA nupoBuHorpaaHaa kmcnora (IBK).
[ TMKONUTMYECKMM NMYTb NMpeEBpaLLEHMS
r/1I0KO3bl HAYMHAETCS C ee
dochopmampoBaHMA B rNOKO30-6-pocdaTt
noj AEUCTBUEM FE€KCOKMHA3bI (MbILLLbI U
ApYyron TKaHu) U rIIOKOKMHa3bl (NEeYEHb) C
3aTpaToun 3Hepruu B Buae ATO.

® - KOHEYHbIM NPOAYKT a3pO6HOrro
pacLUensieHUA rKo3bl - 2 MOJIEKY /b
NlaKkTaTa.



YennHoYHble MeXaHM3Mbl NepeHoca
BOCCTAHOBJ/IEHHbIX 3KBMBAJIEHTOB 13 LIUTO30/1A
B MUTOXOHAPUM:

1. B neyeHu, novkax, cepaue - o6LIUM UTOr
as3pobHoro ramkonusa - 38 ATO.

2. B Mo3re, mbiwuax - 06WMM MTOI a3pOBHOro
rMnKonunsa - 36 ATO.



® UHCYIUH - aKTUBUPYET MTMKON3, aKTUBMPYS
(depMeHTbl reKCOKMHA3y M rIIOKOKMHa3zy (1-1
peakuma), GoCPOPOKTOKMHA3Y (3-A peaKums)
1M NnMpoBaKTMHa3sy (10-a peakuma).




® [JIlOKA20H - UHTMOUPYET FIMKOIN3,
MHaKTUBMPYA PEePMEHT nmMpyBaKTMHa3y (10-1
peakuma rnamkoamsa).




©® AJDPEeHa/sIuH - akTUBMUPYET IIUKONM3,
aKTMBUPYA (bepMeHT PochOodPpyKTOKMHA3Y (3-
A peakuma).




@ Kopmu30J1 - UHTMOUPYET rNIMKOJIN3 B NEYEHHU
3a CYeT aKTuBaummn pepmMeHTa pocdartassbl,
KOoTopasa 3aTeM MHIMounpyeT
rNMKoreHgocdopuiasy 1 akTmsupyer
rJIMKOreHCMHasy, no3ToMy OMOCHMHTES
rJIMKOreHa B NeYeHn ycuamBaeTca m
CHMXKaeTCA KOJIMYECTBO /IIOKO3bl, KOTOpas
MOXKeT noABeprarbCAa pacwen/ieHMIo No NyTH
rIMKO/IM3a. B MbllliLax KOPTM301 aKkTUBMPYET
pacnaj r/iMkoreHa 1 a3po6HbIn T/IMKO/INS.




[eHTo30dochaTHbIM NYTb - a/IOTOMMYECKUM
NyTb pacLUenJIeHUA F/IOKO3bl - MOXKHO
pa3jesimTb Ha 2 BeTBU ((a3bl):

1. OKMCcAUTEeNbHYIO
2. HeoKUCIMTENbHYIO



® OKucnutenbHas BeTBb MPUBOAUT K
0Opa30BaHMI0 BOCCTAHOBJIEHHbIX
3KkBMBaneHTos HAA®H + H*, neHTo3 1
YIJIMKUCJIOrO ra3a, KOTOPbIU B FIMKOJIM3E HE
obpasyeTtca. OKucneHue raKo3o-6-dpocdara
No NeHTo3o0gocdaTHOMY MyTH
KaTa/ZIM3npyeTCA r1ItloKo30-6-
dochataernaporeHasom HAJD* - 3aBUCMMOMN,
a He HAZl" - 3aBUCUMOM.



© XoTA 3HepreTmnyeckasa UueHHoctb HAAOH + H*
paBHB 52,6 Kkan/monb, HO HAA®H + H*
ncnosibsyetca B 6uocmHTesax BAKK u XC 6e3
TpaHcdopmaumm B ATO.




® B npouecce HEOKUCAUTENBHOMN BETBU
neHTo30poCcdaTHOro Nyt 6 MOJIEKYN
pubyneso-5-ocar npespallatoTca B 5
MOJIEKY [IIOK030-6-docdaT C y4acTMemM
(depMeHTOB TpaHKeTo1a3bl U
TpaHcanbA0nas3bl.



® Peakuumn,cocTtaBnaolme HEOKUCIUTEIbHYIO
BETBb, ABNAKTCA 0OpaTHbIMM, NO3TOMY MYyTb
npeBpalleHMs NEHTO3 B FEKCO3bl U MYTb
06pa3oBaHMA MEHTO3 M3 FEKCO3 BMECTEe
COCTaBAAT UMKJINYECKMM NPOLECC -
neHTodocdaTHbIM LUK,



® BblCOKMW ypoBEHb aKTUBHOCTM NPT
NPOSIBJIAETCA B NEYEHM, KMPOBOM TKAHMU, B
Kope HaJno4Ye4YHMKOB, 3pUTpoLMTaX,
aKTMPYIOLLEN B MOJIOYHOM Kenese. HU3Kum
YPOBEHb - B CKENETHbIX MbILLLAX,
LLIMTOBMAHOMN Kenese, NErknx, cepaue.



® buonornyeckoe 3HavyeHune neHTopocdaTHOro
NyTHU NpexXxae BCero CoOCToOMT B TOM, YTO OH
ABNIAETCA € AUHCTBEHHbIM UCTOYHUKOM
BOCCTAHOBJIEHHbIX 3KBUBasieHToB HAJ®H + H" B B
OpraHM3me, KOTopble UCMOJIb3YITCA B peaKkymax
CUHTE3a XMPHbIX KUCNOT, X0JIECTEPUHA,
CTEPOUAHDbIX FOPMOHOB, YEJI4HbIX KMCOT,
BUTaMMHa [, 1 T.A. B 3pUTPOLUTAX MOJIEKY/IbI
HAZI®OH + H* nogaep:kuBatoT BbICOKMW YPOBEHb
BOCCTAHOBJIEHHOIO rNyTaTMOHA, KOTOPbIM
npefoXpaHAEeT HeHacbIWeHHbIE }XMUPHble KUCOTbI
MeMOpaH oT rnepekucHoro okmcnenmsa (MO).



® HepoctaToK B apuTpoUMTaX I1IHOKO30-6-
docharaermaporeHasbl NpUBOAUT K
HapyweHuto obpa3oBaHma HAZIOGH + H*, B
pe3y/ibTaTe - reMoJIn3 3pUTPOLIUTOB.



® [noKosa aBngeTca ogHUM U3 F1aBHbIX
MCTOYHMKOB 3HEPIruUM KNeToK. Mo3r
obecrneymBaeTCca SHEPrMeM NOYTU NOJIHOCTbIO 3a
cyeT aMddy3HO NOCTYNAOLLEN [/IOKO3bI, TaK Kak
BXKK B KNeTKM Mo3ra He NpoHUKaeT vyepes
remMaToaHuedaimMTnyeckmm 6apbep. MNostomy npum
MOHUKEHUM KOHLEHTPaUUK I/IIOKO3bl B KPOBM
HapylwaeTca @YHKUMOHMpPOBaHME Mo3ra. B
aHaAdPOOHbIX YC/IOBUAX IIOKO3a ABNAETCA
€ AUHCTBEHHbIM MCTOYHUKOM 3HEPIrun ANna paboTsl
CKeNleTHOU Mblwubl. O6pa3oBaBLLUMNCA U3
FJII0KO3bl JIAKTAT 3aTeM MNOCTYrMaeT C KPOBbIO B
neyeHb, rae npespawaeTca B r/it0Ko3y, KoTopas
3aTeM BO3BpallaeTcAa B Mbiliyy (UMK Kopn).



® buonormnyeckoe 3HayeHMe rnOKoHeoreHasa
3aK/1l04aeTCA He TOJIbKO B BO3BpaLlEHMM
JlaKTaTa B MeTabonyeckum poHa, HoO 1 B
noaJepaHMM KOHLUEHTpaLUMK FIlOKO3bl Ha
JJ0OCTAaTOYHOM YPOBHE MpU HEZJOCTATKE
Yr/1IEBOJOB B OpraHu3me, Harnpumep npu
YrJ1€BOAHOM MM NOJIHOM FOJI0AAHMMU U
CaxapHOM AMabeT. ITOo AOCTUraeTCH
HenpepbIBHbIM CUHTE30M D-r/1t0KO3bl B
OpraHu3me M3 HeyrieBoAHbIX KOMMOHEHTOB,
TaKMX, Kak NUpyBaT, JIaKTaT, MULEPUH.



® [NnoKoHeoreHes rnpoTeKkaeT r1aBHbIM 06pa3oMm
B MNeYeHM M KOPKOBOM BellecTBe noyvek. B
MbILLLAX CUHTE3 IJIIOKO3bl HE MPOMCXOAMT, TaK
KaK OTCYTCTBYIOT (P€PMEHTbI 06XOANUMbIX
peakUuMU rIIOKOHEOreHe3a.



@ [ NoKoOHeoreHes B OCHOBHOM MPOTEKaET Mno
TOMY e NyTU, YTO U INTIMKON3, HO B
o6paTHOM HanpasneHuun. [pu 3ToM creayer
y4yecTb, YTO (PEPMEHT I/1II0K030-6-ocdaTtasa
OTCYTCTBYET B MbIWILAX, KJIETKaxX Mo3ra
MPOBbIX TKAHAX, MO3TOMY OHM He
NOCTaBJ/IAIOT B KPOBb CBOOOHYIO F1HOKO3Y.



® B npouecce rarKoHeoreHesa MMeroTca 2
«XOJIOCTble» peakuMun (2-a un 3-a oo6XoaHble
CTaguu), B pe3ybTaTe KOTOpbIX OTWENNAETCA
dochopHasa kncaota, Ho ATO He obpasyeTcs,
T.€. NPOMCXOAMUT NOTEPA IHEPIrMM (OHa
paccemBaeTCA B opraHM3mMe B BMAe Tenna).



® CyMMapHasa peakuma ratokoHeoreHesa: 2M1BK
+ 4ATO + 2I'TO +2HAAH + H™ +4H.0 ->
rnokosa + 2HALT + 4A40 +2I 1d +6H,PO,.



Takum obpa3om:

®

O6xoaHble CTagMu rNIOKOHEOreHesa HeobpaTUMble,
cnefoBaTesIbHO, MyTb NpeBpaLleHnA NMpyBaTa B rJ1I0KO3Yy
HEUAEHTMYEH COOTBETCTBYOLWEMY KaTabO/IMYECKOMY MyTH
pacnaja rjoKo3bl (r/IMKousy);

CuHTE3 rNII0KO3bl 06XOANTCA OPraHU3My «[J0poro>, TaK Kak Ha
06pa3oBaHME KaXKA0M MOJIEKY/Ibl INIOKO3bl, B 3aBUCMMOCTU OT
MCXOAHOro cyocTpaTa, pacxoayetca A0 6 Makpolspros U 2
BOCCTAHOBJIEHHbIX 3KBUBasieHToB HAZADH + H”.

[ NIOKOHEOreHe3 U rUMKOIN3 PErYINPYIOTCA PELIMMPOKHO;

I'Ipou,ecc FNMIOKOHEOoreHesa npenAaATcTteyeT HakKornJiIeHMo J1aKtata B
HanpAXeHUIo pa60Tarou.u4x MbllLLaXx;

[MoTpebneHune 60/blIMX KOMYECTB aNKOrosisi pe3K0 TOPMO3UT
FJIIOKOHEOreHEe3 B NeYeHU, B pe3y/ibTaTe Yero noHMxKaeTca
cojeprkaHue r1toKo3bl B KPOBU, YTO OKa3blBaeT HEGaronpuaTHoe
BAUAHME HA DYHKUMU MO3ra;

3a CYTKU B 3J0PpOBOM OpraHnN3me CHUMHTE3INPYETCA A0 80r rnoKo3bl;

CKOpOCTb r/IlOKOHEOreHe3a yBe/IMYMBAETCA B Caeayowmx
COCTOAHMAX: NPU rosI0aHNM, YCUIEHHOM 6€/IKOBOM MUTaHMM,
HEeJ0CTaTOYHOM MOCTYMN/IEHUU YIrEBOAOB C MULLEN, CaXxapHOM
auaoere.



® OCHOBHbIE NYTH NOCTYNJIEHMA T/IFOKO3bl B
KPOBb Ccaeayrowme: ruaposin3 C/I0XKHbIX
YrneBoA0B MNULLIM; FNIOKOHEOreHe3; pacnaj
rJIMKOreHa.



® OCHOBHbIE NMYTH pacxoA0BaHUA TJIOKO3bl
KPOBU: pacnaj rnoKo3bl B KIETKAX TKAHEU U
OpraHoB A1 NMOJYYEHMNS SHEPI MU,
MCMOJIb30BaHUE /IIOKO3bl HA BUOCUHTE3
r/IMKOr€Ha, B OCHOBHOM B MEYEHN U
CKeNeTHbIX Mbilax (3anacaHue
3HEpreTMYecKoro mMatepumana); Ha GUOCUHTE3
B KJIETKAX Pa3/IM4YHbIX OJIMFrOCaxapy1i0B U
reTeponosimcaxapuoB; Ha 6UOCUHTES
JIMNUJO0B B XMPOBOW TKAHM U Ap.



3HayeHue roMeocTasa r/1toKo3bl

HopmanbHaa KOHUEHTpaumsa r/1toKo3bl B KpoBM HaTowak 3,5 - 5,5 Mmmonb/n. Mocne
npMemMa nMuIUM KOHUEHTpaumAa T[JIIOKO3bl pe3Ko BoO3pacTaeT npumepHo ao 9
MMOJIb/N, HO 4Yepe3 2 4 OHa BO3BpalLAETCA K NpeHeMy YpoBHI. Jlaxe npu
p,nMTeanOM rONI0AAHUU UM MPU SHEPTrUYHOM (DU3MYECKOM HarpysKe YpoBEHb
FJIIOKO3bl B KPOBM He orycKaeTcA Huxe 3,5 MMonb/n. Y CNpUHTEPOB WU
MapaoHLIeB, HECMOTPA Ha pe3Koe yBe/iMdyeHue noTpebeHnsa  T/IloKO3bl
MbILLILLAMK, B KPOBM MOAJEPHKMBAETCSA HOPMAJ/IbHbIM YPOBEHb IOKO3bl. ECaun 6bl
He 3Ta 3ameyaTte/ibHaA CNOCO6HOCTb, TO MPU CHUXKEHUWU KOHLIEHTPALMK F10KO3bl B
KPOBM TFOJIOBHOM MO3I JIULLMJICS 6bl CBOETO0 MCTOYHMKA SHEeprmmM — rJIOKO3bl MU
HacTynmna 6bl cMepTb. [00BHOM MO3I HE MOXKET UCMOJIb30BaTb XUPHbIE KMCOTbI
B KayecTBe MCTOYHMKA DJHEeprum. IRMpHble KUC/IOTbl B KPOBM CBA3aHbl C
a/lbbYMMHOM: TOJIbKO TaK OHM MOTYT TPAHCMOPTMPOBATbCA B BOAHOM cpege. Ho
%TOT 6Ee/I0K C/MWKOM BE/IMK, YTOBbl NpeoAoneTb rematosHuedaMYecKum
apbep.

[ONOBHOM MO3I MOMET WMCMOJIb30BaTb KETOHOBbLIE T€J1la B Ka4ecTBE MCTOYHMKa
SHEPIrmn. Ecan yenoBek He ecT 60/bLue ABYX AHEN, TOJIOBHOM MO3I' aaNnTUPYETCA
K MUCMNOJIb30BaHNIO KETOHOBbIX Te€/1 B KadecCctBe MUCTOYHUKa DSHEPruu. an
ronrogaHnn B ne4eH m3 XMUPHbIX KNCNOT o6pa3yr0Tc;| KeTOHOBbIE T€Jla.

Bo BPEMA ron104aHNA 6eNKN TKaHEM pacnagarotcaA 40 aMMUHOKUCOT, NPpOUCXoaAnT
anOd)MFl TKaHeM. B neyeHM U3 T[/IMKOr€HHbIX AMMHOKMCIOT B Xojge
rNMIOKOHEOreHe3a o6pa3yeTCF| NNMOKO3a, a U3 KeToreHHbiX amMHMHOKMCJIOT —
KeTOHOBbIE TeJla. HeKOTOpre AMUHOKMCJIOTblI ABNIAKOTCA OAHOBPEMEHHO U
rNMMKOréHHbIMH, U KETONrE€HHbIMM.

[ NlOKO3a He MoXKeT 06pa3OBaTbCF| U3 XKUPHbLIX KHUCJIOT. Takum o6pa30M, Korja
KOH4YalTCA 3anacbl TJIMKOréHa, rJ1aBHbIMU Cy6CTpaTaMM CHUHTE3a T JIIOKO3bl B
npouecce rJjrKoHeoreHesa CTaHOBATCA aMMHOKUC/IOTHI, o6pa3y+ou.u4ecn npu
pacnaje TKaHeMN.



® ['OpMOHOM, CHM)KaKLWMM CcoadepKaHue
FJ1I0KO3bl B KPOBU, ABJIAETCA MHCY/IMH. Bce

OCTa/IbHble TOPMOHbI (aApeHaIMH, F/IFOKaroH,
KOPTU30J1, TUPOKCUH U Ap.) MOBbILLAET
YPOBEHb T/II0KO3bl B KPOBMU.



OCHOBHblE NMYTU HapyLLEeHMA 0bMeHa Yr1eBoA0B B
OpraHM3Me csieayoLLme:

® HapylweHune nepeBapm1BaHMA U BCaCbiBaHMA
yrnesozoB B RKKT - nponcxoamT us-3a
OTCYTCTBMA UM HEAOCTaTKa (PEPMEHTOB
CJIM3UCTOM KULLIEYHMKA: JlaKTasbl, ManbTa3sbl,
caxapasbl.

® 'vnepkaMkemmu (NoBbllleHWE coaeprKaHnA
FJ1I0KO3bl B KPOBU > 5,5 MMOJIb/ ).

® [UMNOKNMKEMUU (NOHUKEHUE COoAEPrKaHMA
rJII0OKO3bl B KPOBU <3,3 MMOJIb/ N).

® BpoxAaeHHble HapylweHUa yrieBo4HOro ooMeHa
(HacneACTBEHHbIE).

® HapylweHnue yrneBoaHoro obmeHa npu rmnokcmm
M APYrMX NATOJIOrMYECKUX COCTOAHUSAX.



['unepeiukemuu:

1. AlMMeHTapHas - NOCTYMNJIEHUE C NULLIEN
60/1bLLIOro KoIM4ecTBa yrieBooB;

2. CtpeccoBas - NOHUXKEHME YTUIM3ALMM [JIHOKO3bI
KNeTKaMM TKaHen BcaeacTeme JeduumTa
MHCYJIMHA - CaxapHbIU AMabeT;

3. MaTtonormnyeckasa. OCHOBHblIE MPUYUHDI:
yBEJIMYEHME KOHLEHTPpaLUMU I/IIOKO3bl B KPOBU
BC/IeACTBMHE:

® YcuneHua pacnaja ravkoreHa (rmnepcekpeums
aJlpeHa/IMHa, raoKaroHa B caeayowmx
CMTyauuax: cTpecc, pmsmnyeckas TpaBma,
OMyX0J/lb MO3roBOro €108 HaZAMno4Ye4YHMKOB,
MHMDEKUMA, NAHKpeaTUT, renatuT 1 Ap.)

® YcnneHuAa rnlKoHeoreHesa (rmnepcekpeuma
KapTM130/1a Mpu HaJIM4YMM OMyxoJIM KOPKOBOIO
CN10A HaANOYEYHMKOB UM OMYX0IM rMnodus,
npoayumpytowero AKIT n t.4.).



® CaxapHbiM AMabeT - 370 3a60/1€BaHME
06YyC/10BNIEHHOE Ae(PULMTOM MHCY/IMHA
(rOpMOHA NMoAXKeNyJ04HOU Kenesbl) UK
He0CTaTOYHOCTbIO €ro ero AemcTBmA.



Pasnyarot amMabeT 2 OCHOBHbIX TUMOB:

® MHCYyNMHO3aBUCUMBIX (HapyLLEH BUOCUHTES
MHCYJIMHA);

® WHCynMHHE3aBUCHMMbIM (6/C MHCY/IMHA HE
HapyLweH, HO yBenn4yeH 6/c rniokaroHa). Ans
pPa3/IM4YEHNA MHCYJIMHO3aBMCMMOIO CaxapHoro
anabeTta oT UHCY/IMHHE3ABUCMMOTIO
Heo6xoAMMO NpoBeeHue
rJII0KO30TONIEPAHTHOrO TecTa.



© ® ® ®

[ MMepraioKeMmnsa U rnmkosypus;
KeToHeMMA U KETOHYpUA;
A30TemMma 1 a3oTypmsa;

MNonuauncua (Kaxkaa, notpeodseHme
60/1bLLIOr0 KO/IMYEeCTBa BO/bl);

[Monnypua (BblgeneHme 60/boro KoamnvecTsaa
MOUYMN);

Aunaos.



['unoaiukemuu:

O]

O]

ANMMeHTapHaA - HEMOJIHOE UM NOJIHOE
roso4aHue;

[MTaTonornvyeckada. OCHOBHble NMPUYMHDI:
NOBbILUEHME YTUIN3ALMM TTIIOKO3bl K/IETKAMM
(BBeZieHmne 00/1blUMX 003 MHCYJIMHA,
rmnep@yHKUMA P-KNeToK OCTPOBKOB
JlaHrepraHca noaxenyj0MHOM }Kenesbl);
CHMXKEeHMe NMPoAYKUMU FNHOKO3bl KNEeTKaMuH
TKaHEW M OpraHoB BC/I€ACTBME 0CNAb/IEHUSA
rIIOKOHeoreHasa (YMeHblleHne cekpeuum
KOpPTM301a M3-3a HapyLleHUa dYHKLMM
KOPKOBOIro C/10 HaAMNOYE€4YHMKOB - 6GONE3Hb
AaancoHa).



HacnedcmseHHble HapyweHuA y271e800H020 0bMeHa
(BPOXXOEHHbIE):

1. OpyKTO3EeMUA (OTCYTCTBUE (DEPMEHTA
(DpYKTOKEHA3bl);

2. anakto3zemma (oTcyTCTBME (PEPMEHTA rasiaktosa-1-
dochatypmannmnTpaHdepassbl);

3. BpoxaeHHoe oTcyTCcTBUE (DEPMEHTA 5
neHto3odocdaTtHoro nyt HAA®P-3aBUCMMOU
FNIOK030-6-ocdaTtaernaporeHassl.

4, [ "MKoreHasbl (OTCYTCTBUE UIN CHUXKEHME aKTUBHOCTU
(epMeHTOB pacnaja r/iMKkoreHa cm. tabauuy).

5. [NMKO31MA03bI (OTCYTCTBME (PEPMEHTOB pacnaja
reTeponosiMcaxapmaos):

® bonesHb Cnasa (aedekt pepMeHTa pacnaja
XOHAPOMHMHCYNbMaTa - P-rtoKypoHuaassbl);

® bonesHb MopKHMo - Yibpuxa (oTcyTCcTBME PEPMEHTA
pacLlernsieHMa KepaTtaHcyabdara).



N3MeHeHMA yrneBoAHOro obmeHa npm

O]

FMMOKCUM:
He obpasyetca ATO.
NpeT HakonneHne HAAH + H”.

HAZIH + H* MHrMOMpytoT aABa (pepMeHTa
rIMKon3a: OoCPOpPYKTOKMHA3ZY (3-4
peakumsa) n nupyeaTkmHasy (10-a peakuma),
NO3TOMY IJIMKONIM3 OC/1abJieH.

HAAH + H® Hrnéeupyet 4 pepmeHTta UTK:
NAK, uMTpaTtcHUHTasy,
M3oumuTpaTaermaporeHasy
JeKapOoOKCUNUPYIOLLYIO,
OCKeTornytopaTtaeruaporeHasHbii KOMMIEKC.

KeTtokmncnotbl B UTK npeBpallatoTca B
OKCMKMUCNOTHI.



Tun raMKoreHasa Redexkr
OTcyTCTBMe

MoparKeHHbIN OpraH,
TKaHb

|. BonesHb ['Mpke

Il. BonesHb Nomne

I1l. Bone3Hb Kopu nnn

dopaca
V. BonesHb
AHOepcoHa

V. bonesHb Mak-Apans

VI. borne3Hb Xepca

VII. Bone3Hb TomcoHa

VIIl. BonesHb Tapyu

IX. Bone3Hb Xara

[ Mioko30-6-

docdoTasa
a-1,4-rntoko3ngasa

(kncnas) B

nu3ocomax
Amunno-1,6-
rnko3ngasa

depMeHT BETBIEHUS

docoTasa
(MblLweYyHas)
doccopunasa
(neveHo4Has)
docornokomyTasa
(B MblLILAX)
docgornokomyTasa
(B MbiLLLAX)

KuHasa

[NeyeHb, NoYKkK

Bo Bcex opraHax wu
TKaHAX

[MeyeHb, cepoeyHasa wu
CKEerneTHble MbILLILbI,
NEeNKOUMUTbI, 3PUTPOLNTDI
NeYeHb, MbILLLbI, MOYKN,
nenkouuTsbl

MbliLwiybl

[MeyeHb

MbliLWwLbl, NEYEHb

MbILLLIbI, S3PUTPOLUTBI

[MeyeHb, KPOBb



® ['NMMKO3MpOBaHHbIM FrEMOr/IOOMH 0bpasyeTca B
pe3y/ibTaTe MeA/IEHHOro He(bepMeHTaTUBHOIO
NpUCcoeaMHEHMA TNOKO3bl K FEMOTrJIOOMHY,
coaepxalumecs B apuTpoumtax. CKopocTb 3TOM
peakuumn U KOIMYEeCTBO obpa3sylollerocs
rJIMKOJIM3MPOBAHHOIO remMor/106MHa 3aBMUCAT OT
cpeaHero ypoBHSA I/1l0KO3bl B KPOBM Ha
NPOTAXKEHUU CPOKA KM3HU SPUTPOLMTOB (B
cpeAHeM 3ToT nepmoj coctasaseT 60-90 aHen).
To eCcTb 4YeM Bbllle YPOBEHb IMKOJIM3MPOBAHHOIO
remMorn1o06mHa, TeM Bbllle Oblia rIMKEMMS 3a
nocsefHue Tp1 Mecsua U, COOTBETCTBEHHO,
60/1blLE PUCK PA3BUTUA OCNIOXKHEHUM CaxapHOro
anaoerta.



® Y 6GO/bHbIX CaxapHbIM AMAGETOM YPOBEHb
HbA1c MoeT 6bITb MOBbILWEH B 2-3 pa3a.
HopManmsaumsa ypoBHSA MMKO/IM3MPOBAHHOIO
reMorsiobmHa B KpoBU NMpomcxoamT Ha 4-6
HeJene nocsie AOCTUXEHMUA HOPMAJIbHOIO
YPOBHS I /1IOKO3bl.



[oBbllLeHUe 3HAYEeHUM:

® CaxapHblM AMABET U ApYyrMe COCTOAHMUA C
HapyLLUEHHOM TOJIEPAHTHOCTbIO K I/1I0KO3€.
OnpeaeneHue ypoBHA KOMMNEHCALMMU:

® 5,5-8% - XOpoLLO KOMMNEHCMPOBAHHbIN
caxapHbin AnabeT

® 8-10% - pocTato4HO XOpPOLLO
KOMMEHCMPOBAHHbIX CaXxapHbIU AMabeT

® 10-12 % - YaCTUYHO KOMMEHCMPOBAHHbIM
caxapHbin AnabeT

® >12% - HEKOMMNEHCMPOBaHHbIN CaxapHbIn
anaoet

® [ed®uumT XKenesa



JlIoXKHOE roBbILLEHME MOXKET 6bITb 0O6YCN0BIEHO
BbICOKOM KOHLIEHTpaLUuen peTtasibHoro
remornosuHa (HbF).




CHUXXeHMe 3HaYeHUM:

©

®
®
®

 UMOrIMKemMms
eMOJIMTUYEeCKasa aHeMms
{pPOBOTEYEHMA

'lepennBaHMe KpoOBU




® [N1loK030T0/IEPAHTHBIM TECT NPOBOAMTCS
naumueHTaMm, ecim KOHUEHTpaUumMa caxapa B
KpOBM HaTOLLAK cOoCTaBadaeT oT 5,7 Ao 6,9
MMOJIb\J/1, a TaKXe, eC/Iu UMETCA PaKTopbl
PUCKaA pa3BMUTMA CaxapHOro auabeTta
(M36bITOYHbIM BEC, FMNEPTOHMYECKASA
60/21€3Hb, POXAEHME KPYNHOro naoja u
HaJIMYyMe caxapHoro auabeta y 6/IM3KMUX
POACTBEHHMKOB).



@ B TeyeHue 3-x CyTOK nepepj ucciegoBaHMEM
NauMeHT NnpuaepKmMBaeTcCA
c6a/laHCMpPOBaHHOMU AMETbI, coAeprKallen He
MeHee 125 rpamm yrnesoioB. B aeHb
MccsieoBaHUA UCKIKDHAETCA NpMem nuum u
¥Xunakoctu. CpoK rosogaHua nepea
nccneaoBaHMEM AOJIKEH COCTAB/IATb He
meHee 10 yacoB. BHavane npoBoaUTCA 3a60p
KPOBM U onpeaenAaeTca YpoBEeHb /1I0KO3bl.
/lanee obcneayembiv NpUHUMaET 75 rpamm
caxapa, pactBopeHHoro B 200 mMn Bopbl.
Yepes 30, 60, 90 1 120 MUHYT 6EpPYT KPOBb M
MccneayeTca ypoBeHb /10KO03bl.



® Ecan ypoBeHb r/1toKo3bl B KpoBU 7,0 MMOIb\T
1 6021ee B Npobe, KoTopas B3ATa HaTowWak, a
yepes 2 yaca coctaBnaeT 11 MMOJIb\1 U
6o1ee, TO 3TO XapaKTepPHO ANA caxapHoro
Anabeta. Ecam ypoBeHb FNOKO3bl B KPOBM
HaTowWwak MeHee /7,0 MMOMIb\/I, A Yepes 2 Yyaca
coctaBnser ot 8 ao 11 7,0 Mmonb\n, 1O
aHHOE COCTOSIHME HOHOCHT Ha3BaHME
HapyLLUEeHME TOJIEPAHTHOCTU K I/IIOKO3, YTO
MOMEeT roOBOPUTb O CKPbITOM, JIATEHTHOM
TeYyeHun anaberTa.



® MosiouHaAa Kucsioma (n1akmam) - NpoOAYKT
aHa3pPOOBHOIro MeTebo/IM3mMa r/1It0KOo3bl
(rIMKoreHa), B XxoZe KOTOpPOro OHa
obpasyeTcs 13 nupyBaTa noj AeUCTBUEM
NnaktargermaporeHassl. [lpy goctaToyHOM
NOCTYNJIEHUU KMcaopoaa nupysar
noZBepraeTca MeTabo/IM3My B MUTOXOHAPUAX
[10 BOAbl U YINEKUCNI0Tbl. B aHa3pOo6HbIX
YCJIOBUAX, MPU HEAOCTAaTOYHOM MNOCTYMEHUU
K1csopoaa, nupysaT npeobpasyeTcs B
naktat. OCHOBHOE KOJIM4ECTBO MOJIOYHOM
KUCJ1I0Tbl NOCTYNAET B KPOBb U3 CKENETHbIX
MbILLL,, MO3ra 1 3pUTPOLMTOB.



® KnunpeHc naktata (MCYe3HOBEHUE €ro M3
KpPOBW) CBA3aH, rNaBHbIM 06pa3oM, C
MeTabo/IM3MOM €ro B NeYeHM U NnoYKax.
[lornoweHue naktata nevyeHbto aBageTcs
HacbllLlaeMbIM npoueccom. CyllecTsyeT
NOHATUE «JlaKTATHOro nopora», npu
OCTU}KEHMM KOTOPOIro MAaBHbIX POCT
KOHLIEHTpaLUMM MOJIOYHOMU KMCNIOTbl NpU ee
NOBbILUEHHOM NPOAYKLMU NEPEXOANT B
CKA4yKo0bpasHbIU.



® KoHueHTpaumsa naktata npu mM3nMyYecKom
HarpysKe KoppeJ/IMpyeT C pa3BUTUEM YTOMJIEHMUA.
B natonormn nakroaunaos (3aKMCIeHME KPOBU
BC/IeICTBME HAKOMJIEHUA NaKTaTa) Yalle Bcero
HabAaeTca Npr YMEHbLIEHUN AAaCTaBKM
Kucaopoga K TKkaHAM (Tun A), BcneacTteue
CHUXEeHMA KPOBOTOKA (THH{eJ'IbIe 3a00/1eBaHMA
NETKUX, 3aJlEpKKa AbiXaHMA). JITaKTaTUBHbIM
aumaos - 0MH M3 BapMaHTOB METab0/IM4ECKOro
aumMaosa, KOTOpbIM MOXHO 3anoAo3puTb Npu
BbICOKOM aHWMOHHOM Aeduuute (pasHOCTb MexXay
KOHLeHTpaumen HaTpua U CyMMapHOM
KOHLEHTpauuen xnopmaa u bukapbonatos > 18
MMOJ1b\J1) U OTCYTCTBUU APYIrUX NPUYUH, TaKUX
KaK rnoyevyHaa He4OoCTaTOYHOCTb, NPUEM
ca/iMumMIaToB, OTPaBJ/IEHUE METAHOJIOM,
3710ynotpebsieHne 3TaHOJ/IOM, 3HaYUTE/IbHasA
KETOHEMMUA.



® bonblie NoNoBMHbI SHEPrMUM, PacXoayEMOM 310POBbIM
OpraHM3MOM, Obpa3yeTca 3a CYEeT OKMCIEHUA
FN10KO3bl. KOHUEHTpauMA r/toKo3bl B KPOBU ABJIAETCA
NPOM3BO/IHOM aKTMBHOCTM NPOLIECCOB FJIMKOreHesa,
FJIMKOreHo/iM3a, rIl0KOHeoreHesa M r/iMkoamsa.
KOHUeHTpauumA r/1oKo3bl B KPOBU peryampyeTtcs
FOPMOHAMM: UHCYJIMH ABNAETCA OCHOBHbIM
FUMOrJIMKEMUYECKMM (DAKTOPOM, a ApPYrue ropMOHbI -
rntoKaroH, comatotrponuH (CTI), tTupeoTtporivH (TTT),
FOPMOHbBI LWMTOBMAHOM Kene3bl (T3 1 T4), KopTU3ona u
aZIpeHa/IMH BbI3bIBAKOT rMNEPr/IMKEMUIO
(KOHTpUHCYNApHOe aenctBme). KoHueHTpaums
rJIIOKO3bl B apTEPMaJIbHOU KPOBU BbilLE, YEM
BEHO3HOM, TaK KaK NPOMCXOAUT NOCTOAHHASA
YTUAU3ALMA TNIOKO3bl TKaHAM. C MOYOM rNOKO3a B
HOpPMe He BbIBOAUTCA.



® M3MepeHue rnKosbl B KPOBM ABAAETCA
OCHOBHbIM /1a60paTOPHbIM YECTOM B
ANArHoCcTuKe auabeta. TeKkylme Kputepmm
ANArHOCTMYECKOro MCMnoJib30BaHUA
M3MEPEHMA TIIOKO3bl KPOBU: COYETaHME
KJIMHUYECKUX CUMIMTOMOB AnabeTta u
CJly4amHoro (To eCTb He3aBMCUMOIO OT
BpEMEHM Npeablaywero npyema nuuim)
OOHapyXeHMA roKo3bl Naasmbl nopsaka 11,1
MMOJIb\/T U Bbllle; 0B6HapYXeHMeE r/1I0KO3bl
HaTowak /7,0 MMOJIb\N1 U BblllEe; YPOBEHDb
FJII0KO3bl B MNJ1a3Me yepes 2 Yyaca nocne
BBej€HMA B NepopasibHOM
rJII0KO30TOJIepaHTHOM TecTte - 11,1 MMOJIb\N1 U
BbilLe.



® Hartowak, He meHee 4yepe3 8 4acos (!) nocne
nocnegHero npvema nuwmM. rKenatesibHo 6paTtb
KPOBb B YTPEHHME Yacbl. He06X0AMMO UCK/IIOYUTD
NOBbILLIEHHbIE MCUXO-IMOLUMOHAJIbHbIE U
br3nYecKkme Harpysku. [1loKko3a Bo B3ATOU Npobe
KPOBU MPOJ0JIKaeT NOTPEONATLCA KNeTKamMM
KPOBU (3pUTpPOLMTaMM, NEUKOLUMTAMM, OCOBEHHO
MPpU BbICOKOM KOZIMYECTBE JIEMKOLUMTOB). [To3TOMY
HeobX0AMMO OTAENINTb NN1a3My (CbIBOPOTKY) OT
KJIETOK HE No3e 4YeM Yyepes 2 4Yaca nocse B3ATUS
nNpoobl MM MCNOJIb30BaTb NPOOUPKU C
MHIMOUTOPpaMM ranKonusa. Npu HecobaaeHUM
3TMX YCNOBUM MOTYT HA6/1t04aTbCA JIOXKHO
3aHMXKEHHbIE pe3y/bTaThl.



