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NJ1AH NEKLWA

YrneBofbl: onpegerneHne noHATUA, Knaccndgukaummn. buonormndeckmne pyHKUMN MOHO-
Ouv- 1 rnonmcaxapuaoB B opraHmamMme yenoseka. OCHOBHbIE YrreBoabl MULLN YEenoBeKa,
APUHLUMMNBI HOPMUPOBAHNSA CYTOYHOM NOTPEBHOCTU Yy AeTeN N B3POCTbIX.

[NepeBapmBaHne yrneBoaoB B XKenyoo4YHO-KULLIEYHOM TpaKkTe. XapakTepucTuka u
MeXxaHn3Mm AencTBust GepMeHTOB, Y4acTBYHOLLMX B MONTOCTHOM U NPUCTEHOYHOM
NULLIEEBAPEHNN.

BcacbiBaHMe yrneBoaoB B Xenyao4yHO-KULWLEYHOM TpaKTe: rokanusaumsa, MexaHn3mbl
BCacbIBaHWSI MEHTO3 N rekco3, porib TpaHcnopTepoB rmoko3bl ([TIHKOT 1-5).

[MpnobpeTeHHble N HAaCNeOCTBEHHbIE HAPYLLEHWE NepeBapuBaHNSA U BCaCblBaHUS
YINEeBOAOB: NMPUYNHbI, MEXaHMU3Mbl pa3BUTUS, nocneacTeus. NoHATHA
Manbabcopbuus, gucnencus.

TpaHcnopT MOHOCaxapuaoB B opraHu3Me 4yenoBeka. Buabl TpaHcnopTa
MoHocaxapuaos B XKKT, noykax n TkaHaX opraHmama. TpaHCnopTepbl rekcos: Buabl
(TTTKOT 1-5), cneundUYHOCTL, TKAHEBAd NoKkanuaaums, perynauns akTMBHOCTH.

OOMeH ranaktosbl B OopraHn3me. [[anakTo3eMmnn, MexaHmnam pa3BnUTUA,
mMeTabonunyeckme HapyLweHnd, DnoxmmMmmnyeckmne un KnnHn4eckune npoABIIEHNA B
OETCKOM U1 rNMoOXminom BO3Bparte.

OcCHOBHbIEe NYTX NpeBpaLLEHUs YINEBOAOB B OpraHM3Me 4YerioBeka: cxembl 0bOMeHa
M-6-p B TKAHAX (NeYeHb, MOYKKN, MbllLEeYHAs, XXMpoBas TkaHb). Ponb doepMeHTOB
reKCoKuHa3, rmoko3o-6g docoaTas B yrneBogHOM OOMeHE.



O6MeH rmukoreHa: NoOHATUE, TKaHEBble OCOBEHHOCTU, BHYTPUKITETOUHAS
nokanusauus, buonorndeckoe 3HadeHne. Cxema peakuunm rinmkoreHesa u
rMUKoreHonusa, epmMeHTbl, perynauums.

HapyLIJeHI/IFl obmeHa rmmkoreHa: rmmKkoreHo3bl U arnMKoreHo3bl. an/I‘-II/IHbI,
MeTabonuyeckme n KnMHn4eckme NnpoABIIEHNA.

AHa3pOOHbIN IMUKONKU3: NOHATUE, TKAHEBbIE OCOBEHHOCTU, BHYTPUKIIETOUHAS
nokanusauus, buonormndeckoe 3HadeHne. Cxema peakunm aHadpobHOro rmmkonunaa,
depMeHTbI, dHEepreTUYeckn banaHc, perynauyms.

A3p06HbII7I NYyTb OKUCITIEHUA TTTFOKO3bl. MOHATNE, TKaHEBbLIE OCODEHHOCTH,
ounonorn4yeckoe 3Ha4yeHne. Cxema 3TanoB a3p06H0r0 OKUCITIEHNA TTTHOKO3bI, NX
BHYTPUKINETOYHAA JioKaJindauud, 3HepreT|/|quK|/||7| banaHc, perynauna.

YernHoyHble CUCTEMBI TPAHCMopTa BOAOpOoAA: NOHATME, CXEMbI ManaT-acnapTaTHOM U
rmmuepodocdaTtHON YENHOUYHbIX CUCTEM, TKAHEBLIE OCOBEHHOCTU. QHEPrETUYECKUN
banaHca aspobHOro OKUCNEHUSI rMOKO3bl MpU pabdboTe pasHbIX YENMHOYHbLIX CUCTEM.

AddekT [NacTtepa: NoHATUE, CXeMbI NEPEKNIOYEHUSA a3pOOHOro n aHaspobHOro
OKMUCNEHNS TMIOKO3bl B adPOOHbLIX TKaHSAX, OCOBEHHOCTM aHEepreTnyeckoro banaHca.

[MtoKoHeoreHes: NoHATUNE, TKaHeBble 0COBEeHHOCTH, Bruonoruyeckoe 3HadeHmne. Cxema
MIOKOHeoreHesa, cyocTpaThl, KItoueBble epMeEHTbI, BHYTPUKIETOYHAsA okanm3auus,
9HepreTnyecknin 6anaHc, perynsaumsi.



[TeHTO30dh0CcaTHbIN NYTh: MOHATUE, TKAHEBLIE OCODEHHOCTN, BHYTPUKNETOYHASA
nokanusauusi, buonormndeckoe 3HadeHne. Cxema peakumm neHtTo3odocdaTHoro
nyTn, pepmeHThl, perynauuns. Ponb ButammHa B1 B peakuymax
neHTo30gocdaTHOro NyTu.

Perynﬂu,mm yrnesogHOro obMeHa: OCHOBHbIE NPUNHUNMbI N YPOBHN. Ponb
roOpMOHOB, OpraHoB, U MeTabonnToB B perynauunun yrnesoagHoro obmeHa.

LleHTpanbHbIN YpOoBEHDb perynaumn yrrneesogHoro obmeHa. Ponb ropMOHOB 1
MONEKYNAPHblE MEXaHM3Mbl NOALEPXKAHNA KOHLEHTpaLUMN rMOKO3bl B KPOBU B
abcopOTUBHBIN, NocTabcopbTUBHLIN NEpUoa, Npu ronogaHnn u cTpecce.

|/|HCyJ'II/IHZ CTpoeHune, CMHTE3, peryndumda CUHTE3a U cekpeunn, peuerTopsbl,
TPaAHCMNOPT B KPOBU N MHAKTNBALINA. bunonornyeckne (*)yHKLI,I/II/I, OCHOBHbIE
MeXaHN3Mbl JENCTBUSA UHCYJTMHa Ha MeTabonuyeckume NnpoLueCChHl.

[MoHsaTUA: HOPMOITIMKEMUNA, TMNEPrimKkeMmna 1 rmnorfinkemMmns. dusunonornyeckme n
natonorn4eckne npmnyHYnHbl pa3BnTtmnAa runepriimkeMmn N rTMNOIrIMMMKeEMnNN.
bunoxnmunyeckne HapyweHUnAa n KinnHn4eckmne npodaBJsieHnd, BOSHUKaroLWne npu
OCTpOIZ 7 XpOHI/I‘-IeCKOI7I rmnepriinkeMmMn n rMNOMUKeEMnNN.



CaxapHbin gmnabet | Tuna (MHcynuusasncumeln, M3CL): noHATHE, NPpUYnNHLI, CTaguun.
MexaHn3ambl pasBUTUA MeTabonnyecknx HapyLleHnn (rmneprivkeMuns, rmoKo3ypus,
rMNepNMNonNpPoTEMHEMUS], TMNEPXONECTEPUHEMUS, KETOHEMUS, KETOHYPUS,
NOBbLILLIEHME NAaKTaTa, aunaosbl, a3oTeMUS, a3oTypust), OCTPbIX (KOMbI) U XPOHUYECKNX
(aTepocknepos, agnabetndeckasl ctona, HedoponaTusl, pPeTUHoONaTUs, HemponaTus)
OCNOXHeHNn. Baanmoceasb MeTabonnyeckmx HapyLeHnn ¢ KNMHNYeCKUMU
nposiBneHnaMu (nonuypua, nonuauncua, nonudarmsa, KoXXHbln 3y, CKIOHHOCTb K
NHdekumam, crnaboctb, noxyaanme) npn NU3CL. bnoxnmuyeckaa anarHoctuka NI3CL.

CaxapHbin gnabert Il Tnna (MHcynnHHesasucumblin, MH3CL): noHATME, NPUYKMHBI,
ctaann. MexaHnambl pasBuUTUA METabONMNYECKMUX HapYLLEHNIW, OCTPbIX U XPOHUYECKNX
OCIOXHeHun: cxoacteo n otnnymna ¢ M3CH. B3anmocssiab metabonmnyeckmx
HapyLweHUn ¢ KnuHunyeckumm npogasnenunsamm npu MH3CL. bnoxnmunyeckasa
anarHoctmka MH3C/.

Bruoxumndeckasi nabopatopHasi AnarHOCTUKa COCTOSIHUS YrNMeBOAHOro oOMeHa.
[TloKO30TONEpPaHTHbLIN TECT, METOAMKA NPOBEAEHUS, ANArHOCTUYECKOEe 3HaYEeHe.



OnpeneneHue

e Ya251ee800bI — BellleCcTBa ¢ 00LEN hopMyrion
Cm(H20)n, Ha3BaHMe OCHOBaHO Ha
NpeanonoXXeHnn, YTo BCE OHU coaepXkaT 2
KOMMNoOHeHTa — yrrnepoa u soay (XIX Bek).

o Ya2neeo0hbl - NONIMOKCUKapOOHUIbHbIE
COeAVNHEHUSA U UX NPOU3BOAHbLIE.

o Yarneeo0blI — okcocoeOUHeHUs1 cooepxxaujue
HECKOJ/TbKO OKCU2pyIi



Knaccuukauyms

YrneBoabl
// \Wo@ocm K rnaponn3
MoHocaxapuabl Oucaxapumabl Onurocaxapuabl NMonuncaxapuabl
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MoHocaxapuagbl

1. BbINOSMHAT 3HEPreTndeckyto pyHkunto (obpasosaHne ATO
n3 Ao).

2. BbIMOMHAKT NI1aCTUYECKYO PYHKUNIO (Y4acTBYIOT B
obpasoBaHun On-, onuro-, nosimcaxapmnaos, aMMHOKUCIOT,
nuNnuaoB, HYKNeoTNOOB).

3. BbINOMHAKT AETOKCUKALMOHHYO PYHKLUIO (NPOU3BOAHbLIE
[MIOKO3bl, MMIOKYPOHWUbI, y4aCTBYOT B 06e3BpeXmBaHnm
TOKCUYHbIX METADONINTOB U KCEHOBUMOTUKOB).

4. aBnsaTCca pparmeHTamun rmmkonunuaos (Lepebposnasbl).



TeTpo3bl

H 1. Oputpo3o-4 obpasyetcs B [NOLL,
ydacTBYyeT B 0bpasoBaHnUn PYyKTO30-6.

. B pacTeHunsax n MHornx MmmkpoopraHmamax
HO——H 9pUTPO30-4d y4acTBYeET B CUHTE3E

CH,OH apomaTtunyeckux AK: TpuntodaHa,
TUPO3NHA U PeHMNnanaHuHa.

JpuTpO3a 3. JpuTpo3a-4d B pacTeHusIx, bakTepusax u

rombax Heobxoauma ansi cuHTe3a
nnpuaokcuHa (ButammH BO).



NMeHTO3bI

el T~

Anbao3bl KeTo3bl
CHO CHO CH,OH CH,OH
H———OH H——H C=0 (|;=o
H———OH H———OH H—C—OH Ho_cl_H
H———OH H————OH H—C—OH H-—CII—OH
CH,OH CH,OH CH,0OH (I:HZOH
Pnboza [e3okcupnbosa Pubynosa Kcunynosa

YyactsytoT B [1PLL

KoMNoHEHT KoOMMOHEHT
HK, PHK HK, OHK



ekco3bl

CHO CHO
H——+—0H H——0H
HO——H HO———H
——— HO——H
H———0OH H——0OH
CH,0H CH;OH
[ NtoKo3a [[anakTo3a

Y4acTBYIOT B IMUKOMNn3e

KOMMoHeHT an-, onuro-, nofincaxapuaos

OCHOBHOW UCTOYHUK
9HEPrun, CUHTE3
aMUHOKUCTIOT,
nunmnpos, HK

CH,OH
——0
HO——H

H——OH

H——OH
CH,OH
PpyKTO3a



Huncaxapuabl

Y yenoBeka obpasyeTcs Tonbko 1 gucaxapug — 3-nakrosa.

JlakTO3a cMHTEe3npyeTca Npu naktauum B MOJSIOYHbIX XXenesax u
COOEPKNTCA B MOJIOKE.

1. ABNSeTcad  WUCTOYHMKOM  T[JIIOKO3bl WM ranaktodbl Angd

HOBOPOXOEHHbIX;

2. ydacTByeT B (0OPMUPOBAHUN HOPMaNbHON MUKPOQIOpLI Y

HOBOPOXOEHHbIX.
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B-nakTo3a



CH-OH Caxapoa3a sABnsieTcsl BecbMa
pacnpocTpaHEéHHbIM B nNpupoae

i ! ST [McaxapvaoM, OHa BCTpeyaeTcs &
OH i BO MHOIMMx dopykrax, nrogax u
OH arogax. OcobeHHO BENUKO
H O coaepXxaHne caxaposbl B
CHOH 4 7 caxapHOM CBEKNE U caxapHOM
l/( O TpocTHUKe (a0 28 % cyxoro
CH,OH BellecTBa), OHM UCMOSb3YOTCH
OH

and npomn3soactea NnMLLIEBOIO

caxapa.
Caxapo3a
CH;OH
H O, H
H
OH H
OH 0
H OH H OH
ManbTto3a

Manbro3a sBNsieTCs  NPOMEXYTOYHbIM
NMPOAYKTOM KMCMOTHOMO rmaponunaa rmmkoreHa
M Kpaxmana M KOHEYHbIM MPOAYKTOM WX
rmaponusa nog BNusitHUEM aMmmnas v no3Tomy
COAEPXKUTCA B MULLEBAPUTENBHOM TpaKTe U
SIBNSAETCA NPOMEXYTOYHbIM MPOAYKTOM Mpw
BMHOKYPEeHun, nuBoBapeHun. Cogepxntcs B
HEKOTOPbIX PACTEHUSAX.



[oMmononucaxapuabl

XIonok
(99,5%
LEensonosbl)

[peBecuHa

ITnHenHbin nonncaxapug (300—10 000 ocTtaTkoB rntOKO3bI), Hanbonee
pacrnpocTpaHeHHbIN buononnumMmep, BXoAALWMA B COCTaB KNETOYHbIX CTEHOK
pacTeHnn N paga MMKPOOPraHM3MoB.

HekoTopble MUKpOOpPraHn3mbl, a Takke oTd. Buabl 0ECNO3BOHOYHbIX - YEPBMN,
apeBoTouLUbl bnarogapsa depMeHTY Lenntonase, nepeBapmnBatoT LENNONO3Y.
[na yenoBeka obecneymBaeT NepucTanbTUKy KULWEYHMKA, SBNSETCH MULEBLIM
copbeHTOM, hOpMUPYET HOPMASTbHYIO MUKPOdNOopY



CH 20“ a-1,6-ranxo-
— CH.OH CH,OH T

W
I
sl g O

OH a-l ‘-MHKO' CHZOH

AmMunno3sa AMUNONEKTUH
(KOMMNOHEHT Kpaxmana) (KOMMNOHEHT Kpaxmana u rfmkoreHa)

OH

Bknro4vyeHusa rnukoreHa
B KfieTKkax nevyeHu

Uutonnasma

Anpo
nukoreH

KpoBeHOoCHbIN
Kanunnap

Kpaxman

[ Mnkorex



[eTepononucaxapuabl

AHTUKOArynsHT LUMPOKOro crnekTpa
OENCTBUS , PETYNATOP MHOIMX
BUoxnmmyecknx n domsnonormyeckmnx
NPOLIECCOB , NPOTEKaloLWMX B
)XMBOTHOM OpraHuame

. . - CTPYKTYPHbIN KOMMOHEHT
. } o pmagi A MESKKNETOUHOTO BELLIECTBA.
\}/JH ’ N H ){ ], MHOro B XpsiLLeBON TKaHW, eCTb B
\APL\ " CUHOBUWAINbHOWN XNOKOCTH,
| -] ' CYXOXUIUSAX, CBA3KAX, KOXE, KOCTSX

XOHOPOUTUH-6-Ccynbdat
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'ManypoHoBas K-Ta

B opraHn3me yenoBseka ¢ maccoun Tena
70 Kr okono 15 r. rmanypoHoBoOU
KNCNOTbI.

Bpemsa nonypacnaga B coctaBse
cyctaBHom cmasku - ot 1 go 30
Heaenb, B annaepmuce u gepme — 1 —
2 OHSA, a B KPOBU — HECKOSTbKO MUHYT

[TpucyTcTBYET B CBOOOAHOM BUAE
N KOMMJsiekce ¢ benkamu.

CTPYKTYPHbIN KOMMOHEHT
MEXKNETOYHOIo BELLECTBA.
BxoouT B coctaB cycTaBHOM
XNUOKOCTU, KOXWN, KOCTEN,
CYXOXUSTNN CBA30K, XPSILLEWN.

YoepkuBaeT Boay B rene,
NPMHMMAET y4yacTue B npoLeccax
Pa3MHOXEHUA, MUrpaLnu,
y3HaBaHUA U gndopepeHLnpOBKU
KITETOK PasfindHbIX OpraHoB u
TKaHeu
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XWUTUH - BbICOKOMOIN.
NWHENHbIXW Nonucaxapua,
NOCTPOEHHbLIN U3 ocTaTKoB N-
auetun-BD-rnoko3ammHa ¢
1-4-cBA3AMU MeXay HUMMU

LLInpoko pacnpocTpaHeH B npupoae, SABNSASCb OMOPHbIM KOMMOHEHTOM KIETOYHOW

CTEHKM OonbLKMHCTBA rPUOOB W HEKOTOPbLIX BOAOPOCHEN, HapyXHOW 0B6O0MOYKK
YIEHUCTOHOIMX N YepPBEWN, HEKOTOPLIX OPraHOB MOSINOCKOB




[lepeBapuBaHue yrnesogoB



CocTaB yrnesoaoB NULLIN

OCHOBHbIMU yrrieBOgaMU NULLM SBMAKOTCA rnosincaxapuaisl.
MoHocaxapuaoB 1 gucaxapugos B paLUOHE MEHbLLE, OHU
npugaroT nuile crnagkmn BKYC.

Kpaxmarn, uensntonosa — pacTUTENbHOIO NPOUCXOXOEHUS

[ MNKOreH, rMuUKo3aMnHOIMUKaHbl — XXMBOTHOMO NPOUCXOXAEHUS
XUTUH — rpuOdbI, YNEHUCTOHOTNE.

Caxapo3a - caxapHasa cBekra, caxapHbl TPOCTHUK

ManbsTo3a —nunBo.

JTakTo3a -monoko

dpyKkTO3a —Mea, PPYKTh



MpyHUMNbLI HOPpMUPOBaAHUA
CYTOYHOU NOTPEOHOCTN

* YrneBogbl cocTaBnaloT 75% Macchl NULLEBONO pauuoHa.

« [1nsa npegoTBpalleHns rMneprimkeMmnn pekoMeHayeTcs

yI'IOTpe6J'IF|Tb bonblue CNOXHbIX yrmesoaoB N MeHbLLIE MPOCTbIX

r B CYTKM

[ToXxunble Myx 310

KeH 270




Ponb yrnesogoB B NUTAHUN

YrneBoabl NULLU ABNAKOTCA NCTOYHUKOM
MOHOcCaxapuaoB: bonbLias YacTb Nofun-, OfINro- u
avcaxapmooB MUK rmaponn3yeTca 40 MoOHocaxapuaos,
KOTOPbl€ XOPOLLUO BCAChIBAKOTCS B KULLEYHUKE N NonagaloT B
KPOBb.

Llenntonosa nuwim He nepesapuBaeTcs, HO obecnevynBaeT
npouecc nuweBapeHnsa (CTUMYNUPYET NepenbCTaTuky
KMLLIEeYHnKa, opMuUpoBaHme HopmManbHOU MUKPOdonopbl,
BblBEAEHNE TOKCUHOB, TOKCUYHbIX METaAbONNTOB,
XonecTtepuHa n ero Npom3BoAHbLIX N3 OpraHn3mMa)

 BcocaBlumecs yrneBoabl obecrneynmBarOT CUHTe3 Oonee
50% MaKpo3aprmyecknx coeanHeHUMN.

e YacTb MOHOCaxapuaoB NAET HAa CUHTE3 OFiIuro- u
nonucaxapuvgos, nunuaos, 6enkos, HK u gpyrux
coeaANHEeHUuun



[lepeBapuBaHue

o I'IepeBaIJ)MBaHMe — 3Tj0 Npouecc pgcLlenneHns
BELLECTH 40 X aCCUMMIIUPYEMbIX popMm

{ lMepeBapuBaHue }

E BHyTpuKkneTo4yHoe }

BHekneTo4yHoe
(nM3ocomanbHoe)

E MonocTtHoe } E MpucrteHo4yHoe }




[lepeBapuBaHue yrneBoaoB

Kpaxman, rnnxoren
; XKT
a- aMI/IJIaSa CJIIOHBI

p-JlakToBa / / \ CaxapoBsa
B-1,4 cBa3b ,Helcc'.l'pu!-m B-1, a-2 cBa3m

(8 ds aMI/IJYaBa HaHeraTqucxa,q
O.nm:'ocaxapu,nu Mama'rosa Msonanbwosa
3-8 oCcTaTKOB IVIOKOSEI a-1,4 cBA3B a-1,6 cBA3B

— > « -
B-TumMKO3MAaSHEY KOMIJIEKC \ CaxapazomusoMadlb Ta3HEN KOMIIIEKC

(naxrasa) “
‘ ITUimkoaMmiia 3HeEIM KOMITJIEKC
{' — A 4 g 1

I'a.narc'rosa\ = I'smokosBa @pyx’mosa




TpaHcnopTepbl MMIOKO3bl
GluT (F'1KOT)

MIKOT-1 (spuTtpounTapHbin TUMN) — B SpUTPOLUTAX,
9HOOTENMM CoCcyaoB remaToaHuedannyeckoro bapoepa. 'eH
- B |- xpomocome

NMIKOT-2 (ne4eHoYHbIN TUM) - B NeYeHn, Nodkax, TOHKOU
KMLLIKE W NaHKpeaTtudecknx b-knetkax. Monekyna - 524
aMWHOKUCIIOTHbIX ocTaTKka. ['eH - B 3-U XpoMocoMme

'MKOT-3 (Mo3roson TunN) B MO3re, nnaueHTte. Monekyna - 13
496 aMMHOKUCNOTHbIX OCTaTKOB. ['eH - B 12-1 Xpomocome

NMKOT-4 (MbILLEYHO-KNPOBOW TUM) B MbiLLLAX, agunouuTax.
Monekyna - n3 509 aMMHOKUCNOTHBLIX OCTaTKoB. [eH - B 17-
N XPpOMOCOME

MMOT-5 (kMweyHbIn TUN) Haxo4UTCA B TOHKOW KULLIKE,
noykax. Monekyna - n3 501 aMMHOKMCNOTHOro octaTtka. [eH
B 1-1 Xpomocome. BcacbiBaHMe PPYKTO3bI



BcacbiBaHue yrneBonoB

Kpaxman, rnnxoren
, XKKT
a- aMI/IJTaBa CJ'HOHI:I

p-JlakTosa / / \ CaxapoBsa
B-1,4 cBsa3b nexcmpunm B=1, a—2pcszsf>

= aMI/IJIa’Ba Hachpea TI/If-IeCK‘aH
Onurocaxapmuns! Manb'rosa Msonama'rosa
3-8 oCTaTKOB IVIOKOSEI a-1,4 cBA3B a-1,6 cBa3b

- - P
5‘PJT”KO3M333HHI)4 KOMIIJIEKC \ Caxapasz0mu30Madlb Ta3HEN KOMIIJIEKC
JaxKrasa -
I'mnxoaMmyia 3HE KOMITIEKC
¢ = migee e )
I'a.na:c'rosa\ —> I'sioxosa épyKTOBa
—t Cumnopr c Na* N LJIoT-5
1

FanaxToBa, IJOKOBA e I'moKo50-6¢ @ ¢pyxTOs0-60 === GpyKTOBA

D e OHTEPOILIUT |

1

$pykTosa, I'anmakrosa, Isawkoza I‘mo;cosa KPOBbL



TpaHCNOPT rNOKO3bl

e [noKo3a nocTtynaeT U3 KPOBOTOKa C MOMOLL LI OernKoB-
NepeHOCYMKOB — FMIOKO3HbIX TpaHcnopTepoB - [MHOTos.

MIoT-2 \

nroko3a

moko3a

UHcynuH

v

PeuenTtop “

MioT-4
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D-rnoko3za
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YO®-rnoKkypoHoBas Kucnorta



[TyTn obmeHa rnoko30-6¢p B KneTke

ATOD

/
O — gy —H:
2 T O

lekcokmHasa (Km<0,1) HAOH2, PAQH2

MrokoknHasa (Km=10) rMUKoreH
(neyveHb, B-KNeTKkn) / LIZ"T
—CO2
Tkt ,_f‘TUm’ CH20PO: MUKONM3 | — . AueTun-KoA
OH H H o H
H- OHH non — HAD,CDI-K\

HO H OH /\ HO — H I
nokKo3a -
H:PO H: [ ntoko3o-6¢p % HYKneTuAabl :(K

4
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KaTtabonuim rmokKo3bl
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AT®, HAOH, neHTo3bl, HAQ®H,
OHepreTnyeckn nyTb * CUMHTE3 HOBbIX BELLECTB,

« obesBpexnBaHune
KCEHOOMOTUKOB, TOKCUHOB
 AHTMOKCMOAHTHaZA 3awumTa



Katabonuam rrfioKo3bl B KIMETKE MOXET MNPOXOOUTb KaK B
a’3poOHbIX, TaK U B aHAl3POOHLIX YCNOBUAX, €ro OCHOBHAas
doyHKUMSA - 3TO cnHTE3 ATO.

A3pobHOe OKMCneHue rnKo3bl
B aspobHbix ycroBusix rntokosa okmcnsetcs go CO, n H,O.

1.

A3pobHbIU anukonu3. B okucneHna 1 rnwoko3bl go 2 [lBK, ¢
obpasoBaHnem 2 AT® (cHauana 2 AT® 3arpaduBaloTcs, 3aTtem 4
obpasytotest) n 2 HALH,;

MpeBpaweHne 2 TBK B 2 auetun-KoA c Bbigenexnnem 2 CO, u
obpaszoBaHMneMm 2 HALOH,;

LITK. B Hem npoucxoaunt okucrneHue 2 auetnn-KoA c BbigeneHmem 4
COz, obpasoBaHuem 2 ' TO (gatoT 2 ATD), 6 HAOH, n 2 <DA,EI,H2;
Lenb okucnumesnbHo20 @¢ocoopunupoesaHuss. B  Hewu
npoucxoaut okucnenust 10 (8) HAAH,, 2 (4) ®AH, ¢ yyacTtuem 6
O,, npu aTom Bblaensietcs 6 H,O u cuHtesnpyetcs 34 (32) ATO

B pe3ynbTaTte a3pobHOro oKucneHus rinko3sbl oopasyerca 38 (36) AT



AHa3poOHoOe OKUCIIeHUe rMIKO3bl

KaTtabonuam rnoko3bl 6e3 02 naeT B aHa3pobHOM rMUKONn3e U
ML (TMTPI).

* B xone aHa3apobHO20 asiukosiu3a nponcxoanT okucnenms 1
MOKO3bl OO0 2  MOMEKyn  MOJSIOMHOW  KUCIIOTbl  C
obpasoBaHuem 2 AT® (cHavana 2 AT® 3aTpaduBaloTcs,
3arem 4 obpasyiTca). B aHaspobHbIX YyCroBusaX rmnKonns
ABNSETCA €ANHCTBEHHBIM MCTOYHUKOM SHEPTUMN.

* B xope M1®I1 n3 rmioko3bl 0bpasytoTcs neHTosbl 1 HALADH,,.
B xope IN1®LU n3 rntoko3bl obpasytotcs Toneko HAQPH,,.

AHa3pPOBHbIN FMNKONN3 OTNIMYAETCHA OT a3POOHOro TOSTIbKO HanNU4nem
nocnegHen 11 peakunu, nepsble 10 peakumn y Hux obwime.



[ MTnKonn3

[nKonn3 — rnaBHbIN NyTb KaTabonunama rroko3bl, PPYKTO3bl U ranaktosbl. Bee
ero 10 -11 peakuui npotekaroT B LUTO30SE.
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lekcokuHa3a B MbilLax ochopunmpyet B OCHOBHOM [THOKO3Y, MeHbLUE — (PPYKTO3Y
n ranaktody. Km<0,1 mmonb/n.

UHrubuTop rnoko3o0-6-o.

AkTnBartop agpeHanuH. VIHOQyKTop UHCYMNUH.

IrokokuHaza docopunupyet rnokody. Km - 10 Mmonb/n, akTuBHa B MNeYEHW,
noykax, >KKT.

VHOYKTOP MHCYINH. He nHrmbupyeTcs rnoko30-6-g.
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doccocdppykTokuHasza 2
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docpoppykmokuHaza 1. Peakums HeobpaTMma 1 camasi MeaneHHas U3 Bcex
peakuun rmmkonnaa, onpeaenseTr CKoOpoCTb BCEro rMnKonusa.

Aktnsupyetcsa: AMD, dpykTo30-2,6-0¢ (MOLWHLIA aKTuBaTtop, obpasyeTrcs C
ydactmem pocdhodpyKToKMHa3bl 2 U3 PpyKTo3bl-6d).

NHOYKTOP peakunm UHCYINH.

NHrmbupyetca: rntokaroHom, ATO, unutpaTtom, XUPHbIMU KUCNOTaMu,



rmuuepon-3d pnb030-5-d
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Anbdona3sa A Anbgonasbl AENCTBYIOT HA OTKPbITbIE (DOPMbI rEKCO3,
nMetoT 4 cydbeanHuLbl, 06pa3yroT HECKONbLKO n3odopm. B bonblumMHCTBE
TKaHen cogepxutca Anbgonasa A. B nedeHun n nodkax — Anbgonasa B.
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docgpompuo3ousomepa3sa (LAD-OI A-nsomepasa).
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3-®I'A decudpoeeHa3a Katannampyet obpasoBaHMe MakpO3Iprnyeckom
cBa3u B 1,3-OI'K n BocctaHoBneHue HA,EI,HZ.
cepun, mMmmunH, UMCTENH
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docopoannuyepamkuHasa OcyuwlecTBnseT cybcTpaTHoe
dochopunmposaHue AP c obpaszosaHnem ATO.



B ,D L 0iN0Taeeoadaol 60acd g -B
3-0AE 2-0 AE

docghoanuyepammyma3sa OCyLLECTBNSAET nepeHoc dpocgarHoro
octaTka B OI'K n3 nonoxeHunst 3 nonoxexue 2.
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EHona3a otwennser ot 2-OI'K monekyny Boabl n obpasyer

BbICOKO3HEPreTUYeCKyo CBA3b Yy oocdopa.
NHrmbupyetcs noHamm F-.



lNMupyeamkuHa3a ocyuwlecTBnseT cybcTpaTHoe ocdopunnpoBaHme

Ad c obpasoBaHnem ATO.

AKTUBUMpyeTca: ppykTo3o-1,6-ad. VIHOYKTOP: MHCYINH.
NHrnbupyetca ATO, Auetnn-KoA, rntokaroHoM, agpeHanmHoMm.

HanbHenwwuii katabonusm 2 MNMBK v ncnonssosaHve 2 HALH,
3aBucUT OT Hanmuus O,



Peakuus aHa3poOOHOro rinukonunsa

B 20 AAI , 21 AAT :
85 EAA B3
| AE E 36020

JlakmamoeaudpozeHa3a. Ctout u3 4 cybbeanHul, MeeT
S N3o0dopm.

B aHa9pPOOHbLIX  yCNoOBUSAX [IBK  obecneumBaer
pereHepaumto HAO® w3 HAOH,, 4tOo Heobxoaumo Ans
NPOOOIMKEHNS peaKkUn rmukonmaa.

JTakTaTt He aBnsieTcsA KOHEYHbIM NMPOAYKTOM MeTabonmama, ygansieMbiMm 13
opraHmama. W3 aHaspobHOM TKaHWM nakTaT NEePEeHOCUTbCS KPOBLID B
neveHb, rge npespalgasce B rioko3y (Lukn Kopu), nnn B aspobHble TKaHK
(Mnokapg), roe npespauwiaetcs B [NBK v okucnsgerca go 002 n HZO.



KATABOJIN3M MNBK B MUTOXOHOPUAX

B aspobHbix ycnosusix MNBK v HALIH, TpaHcnoptupytoTca B MaTpuke
MUTOXOHOPUNA.

[NBK npoxogut cumnoptom ¢ H+, HALIH, npoxoanT ¢ nomoLbio manat
acnapTtaTtHoro u rnmuepodgocdaTHoro YyenHoka

NBK B MUTOXOHOpPUAX NCNONb3YyeTCA B 2 peakuuax:
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1.AktnBartop: HAL" > HSKoA, AQ®. IHayKTOp MHCYNUH
2 .NHrmbunTop: HA,I:I,H2 > Auetun-KoA, ATO, XXMpHble KUCNOTbI, KETOHOBbIE Tena.
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coaepXxut 3 dpepmeHTa n 5 KopepMeHTOB:

a) NupyBataoekapbokcunasa cogepxut (E1) 120 moHomepoB 1 kodbepMmeHT TINO;
6) QurngponunountpaHcauunasa (E2) cogepxunt 180 MOHOMEPOB 1 KOEPMEHTHI
nunoamuna n HSKoA;

B) durngponunonngerngporeHasa (E3) cogepxnt 12 MOHOMeEPOB U KOPEPMEHTbI
OAL n HAL.
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lNMupyeamkapbokcusnasa CNoXHbl ONMMIOMEpPHbIN DEPMEHT, COAEPKUT
BUOTUH.
Aktueartop: Auetmnn-KoA.



YEJTHOYHbIE CUCTEMbI

Manam-acnapmamHbil 4YEJIHOK SBISIETCA YHMBepcalnbHbIM, paboTaeTr B

neyYyeHn, novkax, cepaue.
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MmuuepogochamHbIlU YesTHOYHbLIU MexaHU3M

PaboTaet B besibix CKerlemHbIX Mbilyax, MO3re, B XXMPOBOW TKaHW, 2ernamouyumax.
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Perynauua rmukonunaa

IAppexkm Nacmepa — CHMKEHME CKOPOCTU NOTPEDNEHNS IMIOKO3bI U
HaKoMnmeHnsa nakraTta B NPUCYTCTBUM KNCiopoaa.
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[leHTO30bOoChaTHLIU LLUYHT

* aHA3POOHbLIU NYTb OKUCNEHUSA IMIOKO3bl

* Jlokanusauuna B opraHU3Me: XXnpoBas
TKaHb, Ne4YeHb, Kopa Haano4Ye4yHUKOB,
aputpouunTsl, anutenun XKT, nenkouuThl,
MOJI04Ha4 XKenesa, cCeMeHHUKU

e Jlokanu3auusa B KneTKe: LNTO30rb

e JTanbl: 1 oKNCNUTENbHbLIXN (BOCCTAHOBIEHNE
HALO®PH,) n 2 HeokncnuteneHbIN (CUHTES
NEHTO3)
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okucnutenbHasa cragus NOLI
COCTOUT M3 3 HeODOpaTUMbIX peakLNN:

1). Fn1roko30-6¢p OdecudpozeHa3sa (rnwoko30-6¢: HAOQD+
okcuagopeaykrasa).
MHrmoutop HAL®H,,. IHAYKTOP MHCYNWH.

aep €ii1€aéai I -60



HeaoCTaTOYHOCTb rn-6-ch-Al

reH. pedekt — | rn-6-dpocdarllr —

| HAQ®H, —

|BOCCT. rmyTaTuoHa —

T aKTUBHbIX (pOpM Kucnopoga —
HapyweHue mMemMbOpaH 3puTpounToB —
reMosiu3 3puTpounToB —

NPUCTYMNbl FeMOJSINTUYECKOU aHEMUM




2). FnrokoHonakmoHaudpamasa (6-docdornoKoHaT: rmapo-nmasa).
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3). 6-¢phocghoacnnrokoHam  OeaudpoeeHa3a  (6-thbocornokoHar:

okcuagopeaykrasa (gekapookcunupyrowas)). MHOYKTop MHCYIWH.
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TkaHeBble 0CO6eHHOCTU PYHKLMOHNPOBAHUS
Mo, Non, noeoy

B 3aBMCUMOCTU OT NOTPEOHOCTN TKaHW, NeHTo3ogocdaTHbIN
NpoLIECC MOXET NnpoTeKkaTb B BUAE MeTabonnyeckoro Uukna,
NYyTU UNU LUYHTA HavanbHbIX peakuun rmnukonusa:

Mpn MNoOU wnm TG B kKayecTBe npoaykta obpasyeTcs
Toneko HAL®H,. lleHTo3bl B 3TOM cny4Yae He SBMsHTCH
KOHEYHbIM NPOOYKTOM, OHWU npeBpaLliaroTcd B
doocporekcosbl, KOTOpble 3aMblKaloT UWKM, UNU yXOOAT B
MNKONU3, 3aBepluas WyHT. B XXnposou TKaHu, aputpouunTtax.
[MpoaykTtom [DI1 aBnsoTCS HA,[I,CIDH2 N NeHTO3bl. B neyeHu,
KOCTHOM MO3re.

B TKaHAX, KOTOpble HEe WUCMbITbIBAOT MOTPEOHOCTL B
HAL®H,, yHKLUMOHMPYET TONMbKO HEOKMUCNUTENbHAs CcTaaus
[P, npnyem ee peakumm wnaytT B 0ODOpaTHYO CTOPOHY
Ha4YMHaA ¢ PPYKTO3bI-6(p A0 pocdhoneHTo3. B mMbilLLax.
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Butamux B1 (TamuH) N/i/c\N 8
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B1 pacnpocTpaHeH B npoaykrax pacTuUTenbHOro
npoucxoxgeHnsa (obonoyka cemsiH xXrnebHbIX 3NakoB U puca,
ropox, dpacorsb, cos n gp.).

TI® B opraHmamax XMBOTHbIX (0OpasyeTca n3 B1 B neveHu,
noukKax, Mo3re, cepaeyHou MblLLULIE NyTEM
doocdhopunupoBaHua npu y4actmm TmamnmHkMHasbl n ATO.



HepnocrtatoyHoOCTb ButammHa B1

* HepocTtaTo4yHOCTb — bonesHb «bepun-depn»

* nabopaTtopHbIK NokasaTenb HeJOCTaTOMHOCTU —
CHMXXEeHNEe aKTUBHOCTM TPAHCKETOMasbl B 9puTpoLUmTax

OCHOBHOM npuU3HaK HeO4OoCTAaTOYHOCTM BuUTamMumHa B1 —
NMOSINHEBPUT, B OCHOBE KOTOPOro rexaT AereHepaTuBHbIE
N3MEHEHNS1 HepBOB. BHayane pasBumBaeTcss OOME3HEHHOCTb
BOOSIb HEPBHbLIX CTBOMOB, 3aTeM — T[OTEPS  KOXHOW
YYBCTBUTENLHOCTN N HACTynaeT napanud (bepun-depn).

BTopon BaxHenwunn npusHaKk 3aboneBaHna — HapyLueHue
cepoevyHoOUu AOeATeriIbHOCTU, YTO BbIpa)XaeTcd B HapyLUEHUU
CepAeYyHoro putma, YBENUYEHUM pasMepoB cepaua U B
nosiBrneHnn 6onen B obrnacTtun cepgua.

K xapakTepHbiM Npu3HakamMm HeOoCcTaTOYHOCTU BUTamMumHa B,
OTHOCAT TakKXXe HapyLleHUA CEKPETOPHOU U MOTOPHOU PYHKLUA
KKT; HabntogatoT CHUXKEHUE KMCNOTHOCTU XKEenyao4YHOro coka,
NOTEPIO anneTnTa, aToOHUIO KANLLIEYHMKA.



OOMeH PPYKTO3bl 1 ranakTosbl



METABOJIU3M ®PYKTO3bl U TANTAKTO3bI

PpykTO3a M ranakro3a Hapsgy C [fHKO30M UCMNONb3YKTCA 419 NofyYeHud
9HEPrnn Unn cuHTesa BewlecTs: rmukoreHa, TI, ['Al, nakTo3bl 1 ap.

MeTabonuam ¢pyKTo3bl

®pykTO3a, obpasytolleeca Npu paclenneHnn caxaposbl, npeBpallaeTcs B
[MOKO3Y YXXe B KreTkax KuledHnka. Yactb gpyKTo3bl NOCTYNaeT B NEYEHb.
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H—C—H dpyKTOKMHA3a H—GC—H8
H—(P_H H_(P—B
8 .8 SIS
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Jdo6pokayecmeeHHasi acceHyuasnibHasi ¢ppyKmo3ypusi

PpykmokuHa3a pocopunmpyeT TonbKO PPYKTO3Y, UMEET K HEU BbICOKOE
cpoacTBo. CoaepXnTtcsa B NeYeHn, Nnodkax, KuwevyHuke. MIHCynuH He BNNSIET Ha ee
aKTUBHOCTb.
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686G ¢i-16  HacnedcmeeHHasi HerepeHocuUMocmb (OpPyKMmMo3bi

Anbdona3sa B ecTb B neveHu, paclienndaet dppykto3o-1d (ppykrtoso-1,6d) oo
rmuuepunHoBoro anbaernga (MA) n anokcunauetoHdocdata (QAD).
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Tpuo3okuHa3a. MHOro B ne4eHu.

OA® n T'A, nony4vyeHHble N3 PPYKTO3bI, BKIHOYAKOTCA B NEYEHN B ITIIOKOHEOrEHES.
Yactbe JAD MOXET BoCCTaHaBNMBaTbLCA 0 rMuuepors-3-g 1 y4actBoBaTb B CUHTE3E
Tr



HobpokadyecmeeHHas acceHyuasribHasi ppyKmo3sypusi

CBsi3aHa C HedOCTAaTOYHOCTbIO OPYKMOKUHA3b!, KNTMHNYECKN HE NPOSABMNSAETCA.
®pykTO3a HaKaNNMBaEeTCs B KPOBU U BbIAENSETCHA C MOYOM, rae eé MOXXHO oBGHapy

XUTb nabopaTtopHbiMK MeTogamu. Yactota 1:130 000.

HacnedcmeeHHasi HenepeHocuMocmb (hpPyKmMo3bi

[eHeTuYecknn aedekT anbdoniasbl B. lNpoaBndaeTcs, korga B paunoH aobdasnawoT
dopyKThbl, COKKU, caxapo3sy. [locne npuema nuiLn, cogepxallien PpyKkTosy BO3HUKAET
psoma, bonu 8 xusome, duapes, 2unoaaukemusi U 0axke Kkoma u cyoopoau. Y

OeTeun pasBMBaloTCA XPOHUYECKME HapYLLIEHNS DYHKLIMA NEYEHU N MOYEK.

leOCdDaTbI —=> runodocdaremus

{

cbpyKTosa? l AT

{

I pykTo30-1-0 = leOCCbOITIPOKOMyT&Ba — lFJ'II/IKOFeHOJ'II/I3 —

~ IMoquaﬂ KMcrnota —> noparpa

[UOOMIMKEMUA =—> Iﬂmnonm TT, katabonua XK, cuHtes KT == auupos

lCl/IHTe3a ATO



MeTabonuam ranakro3bl

[[anakTo3a o6pa3yeTC$| B KWLLUEYHUKE B pedyribrate rmaposrin3a f1akTto3bl.
I'IpeBpameHme raJ1akKTo3bl B TTHOKO3Y NMPOUCXOANT B MNevYeHn

5263600 ¢ -16
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ranakmo3so-1gh-ypudunmpaHcghepasa 3amellaeT ranakro3om OCTaToK rMoKo3bl
B Y ®-rntoko3e ¢ obpasoBaHnem Yd-ranakrossl.

Jnumepasa — HAL-3aBncnUMbIN pepMEHT, KaTanusnpyet anumepusaunto OH
rpynnel no C4 yrnepogHomMy atomy, obecneunBas B3aMmMonpeBpaLleHns ranakTosbl
N rMoKo3bl B coctaBe YD



ranakmo3emusi

O6ycnosneHa HacneacTBEHHbIM AeekTom noboro n3 Tpeéx pepmeHToB

* PaHHMEe cuMnTOMbI: pPBOTa, Onapes, gerngpartauus, yMeHblUeHune
Macchbl Tena, xenrtyxa.

* B KpoBK, MOYe 1 TKaHAX MHOIO ranakTo3bl K ranakrtoso-1-g.

B XxpycTtanuke ranakto3a BOCCTaHaBfMBaeTCA alibgopeaykrasomn
(HAO®P) c obpasoBaHuem aynbLuMTa, KOTOPbIM CBA3bLIBAET OOMbLUOE
KONMMYECTBO BOAbI U NPUBOAMUT K KaTapakTe.

* [@anakTto30-1-p WHMMOUPYET aKTUBHOCTb (PEPMEHTOB YINEBOAHOIO
obmeHa (docdorntokomyTasbl, rMOKO30-6-hbocdaraerngporeHasnol) —
rmnornnukemMusi, aHeprogeduumnT.

e [anakTo30-1 oOKa3blBAeT TOKCUYECKOE [OENCTBME Ha renatouunThl:
BO3HUKAIOT renaToMeranus, XXmposasi ANcTpodous.

« [@anakTuTon 1 ranakTo30-1- BbI3bIBAKOT NOYEYHYHO HEAOCTAaTOYHOCTD.
OTmMevaloT HapylleHust B KreTkax Mosywapuin roflioBHOro Mosra U
MO3XeuKa, B TSHKENbIX Cryvyasax — OTEK MO3ra, 3agep>XKy YMCTBEHHOIO
Pa3BUTUS, BOBMOXEH JleTanbHbIN NCXOA.



Cnacnbo 3a BHUMaHue!



