bnoxnmua yrneesoaosn



CopoepaHue:

1.Knaccmndpukaums , CBOUCTBa U
buonormnyeckas ponb yrneBogoB

2.I'lepeBapuBaHue 1 BcacbiBaHue
yrneesoaoB

3. TpaHcnopT rMoKOo3bl B KINETKW,
4.MeTabonunsm rrnukoreHa



BBeneHue.

Yrnesoabl - rpynna npupoaHbIX
nonurngpokcuanbaerngos u
NONMUrnapPoKCUKETOHOB C OOLLEN
copmynoun  (CH,O)n.

Yrnesoabl ABNAKTCSH Ba)XHbIM
KOMMNOHEHTOM MUTaHUA, PE3ePBHbLIM
nonucaxapngom n CTPOUTENbHbLIM
MaTepuanom ans KNeTok.




[0 BENMYnHe MonekyndapHou macchl
yrneBoAbl AeNAT Ha:

MHOCcaxapuapbi;
onurocaxapuasl (2-10 moHocaxapngos),

nonucaxapugbl (bonee 10
MOHOCaxapuaos)



Xnmmyeckme cBomcTaea
MOHOCaXapOoB MOXO0XW,BBMNAOY
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3. IKCTEHCUMH  MuxkpokhnbGpunna
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AMUNONNECT XNOPONNECT




Lol npaAmall a

1. Amiuno3za 20% 2. AMunonexktud 80%

BOCCTAHABNMBAIOLLIMA
KOMeu




XnMmumyeckme cBoUCTBa:

1.YrneBoabl obnagaT cCBOUCTBAMMU
goccmaHosumerieud (bnarogapsa Hanuyunio
anbaernaHown rpynnbl B cocTaBe Ux
MOJIEKYTTbI), YTO AAET BO3MOXHOCTb
NpoBOANTbL KA4ECTBEHHOE U
KOnn4yecTBeEHHOE onpeaeneHne caxapos.



2.I'1lpn okmcneHnn moHocaxapuaoB
00pasyloTca ypoHO8kIE KUCTIOMBbI, N3
KOTOPbIX BaXXHEULLEN ABNSETCH
[MIOKYpOHOBAas KMCNoTa, BXxoadlliasa B
COCTaB OCHOBHOIO BellecTBa
COoeaNHUTENbHON TKaHU



3.MoHocaxapuabl CNOCOOHbI
obOpa30BbIiBaTb 3¢ghupbl, 0COOO BaXKHbI
doocpopHbie 3dUnpbl rekcos (rnKo3sbl,
dpyKTO3bI, ranakTosbl) U NeHTOo3 (PNdo3bl
N 0e30KCMpunbo3abl), Tak Kak UMEHHO
doochopunmpoBaHHble caxapa y4acTBYIOT
B peakumsix metabonusma.

4. MoHocaxapuabl MOTyT NPUCOeOUNHATDL
aMunHorpynny (obpasyoTcs rmoKo3aMmmHbl)
N aueTunmMpoBaTbCH.



MoHocaxapuabl CBA3bIBalOTCH
ApPyr ¢ Apyrom.

Maneto3a a(1—4) arnuko3uoHas ces3k
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depmeHTbl 0b6nagatoT cneunUYHOCTbIO Mo
OTHOLLEHMIO K TUNY rMUKO3UAHOWU CBA3WN, UTO
MMEET BaXKHeuLwee 3HadyeHne B NnuTaHun. Tak,
amMunasa, pacLiennsaroLas Kpaxman u rmuKoreH,
ABMAETCA Q- a2/luKko3uda3ou. PepMeHT,
pacLennanwmun B-rmmko3ngHble CBA3N, Y
YyenoBeKa OTCYTCTBYET, MO3TOMY Lienntonos3a
(COCTOUT N3 OCTATKOB IMHOKO3bl, CBA3AHHbIX (-
[MNKO3NAHON CBA3bIO) HE NEpeBapPUBAETCH.



Llenntonosa (knetyaTtka) OTHOCUTCA K
nosiucaxapudam. Hapaay ¢ Kpaxmanom
OHa SBNAETCA rMaBHbIM YreBoaom
pacTteHun. BaxkHenwwinm nonncaxapuaom
YyenoBeka, Takke NOCTPOEHHbIM 13
OCTaTKOB [1HOKO3bl, ABMNSIETCA MMUKOreH.
Kpaxman v rmukoreH npeacraBrieHbl
Pa3BETBMEHHbLIMU LIENAMMU TTHKO3bI.



[To XMnyeckomy CTPOEHUIO LENSMN03a,
Kpaxmars U rmukoreH siBnatTCs
2omMmononincaxapugamm (CTpykTypa
[MMKOreHa onmcaHa Huxe)

'emepononucaxapugbl
npegcTaBneHbl MyKononncaxapmgamum,
npoTeornmkaHamMmm U rmukonpoTeENHamMum .
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00OraLeHHbIM MAMHOZOW  CNOXHKIA (KOMNNEKCHbIA)
Pa3NnuyHbie TMNLI 0UrOCaXapWAOS B IMUKONPOTEHHAX



buonornyeckmne cBoucTBa
YrneBoaoB

- YrneBodbl- 3TO BaXXHEULLNW
KOMMOHEHT NUTaHUS

- PE3EPBHBLIA N CTPOUTENBHbIN
Martepuarn
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YrneBoabl 3TO HE TOSTIbKO UCTOYHUK

QHEpPrn

B nutaHnn oCHOBHYIO BNOSIOrMYEeCKyto
LleHHOCTb 13 YrNeBoOoB COCTaBMSAOT
Kpaxmarsi U 2/1UKO2eH, KOTOpble NErko
yCBanBarTCs OPraHM3MoMm C
BbICBOOOXEHMEM 3HEPTUN NPU UX
pacnage. KnetyaTtka u
retepononucaxapu nekTuH, XoTa N He
pacLlennanTca PepmMmeHTaMmm KNLLIEYHUKA,
TakKe BeCbMa BaXHbl B MUTaHUN.



Knemyamka CTUMYINNPYET nepuctanbsTuky
KNLLEYHUKA U BblOENIEHUNE XEST4YM,
yOEPXXUBAET BOAY U YBENMNYMBAET OOBLEM
KarnoBbIX Macc, npeaynpexaasa Tem
caMblIM MOSIBIIEHME 3arMopoB
(NpodounakTruka paka NpAMOUn KULLKK), OHa
NPENATCTBYET BCaCbIBAHUIO XOJIECTEPUHA
NULLK, a aacopouUna KneTt4yaTkoun XXenyHbixX
KWCIMOT OCrnabnaeTt nx KaHueporeHHbIN

9 eKT Ha CNNU3NUCTYHO 0DOMNOYKY
TOJSICTOrO KMLLIEYHUKA



[lekmuH crnocobeH CBSI3bIBATb THAXKESble
METansbl, B TOM YMUCIiE N PaauUOHYKNnUAbI,
YTO YMEHbLLUAET UX NOCTYMNSIEHMNE B TKAHU
opraHuama. l'ekTnHom 6oratbl 6aHaHbI,
S106510KN, KpacHast 1 YepHasi cCMOpoanHa



buonornyeckasi LEHHOCTb YIrNIEBOAOB HE
NcYepnbIBaAETCSH UX IHeEp2emu4yecKou
3HAaYMMOCTbIO (0CODO OTMETUM, YTO
[MoKO3a SABMAETCA OCHOBHbIM
NOCTaBLLUMKOM SHEPTUU A5 HEPBHOM
TKaHW U KOPKOBOIo BELLECTBA MOYeK, a Ans
APUTPOLMNTOB — N €ANHCTBEHHbLIM).



AHaboruvyeckas yHKUMA yrnesoaoB
3aKM4yaeTcs B TOM, YTO OHU ABMSAOTCA
OCHOBHbIM UCTOYHMKOM OJ19 CUHTE3a
XXUPHbIX KNCNOT, a NPOoAYyKTbl pacnaga
[MIOKO3bl (KETOKMUCIOTHLI) crnyXxar

cybcTpaToM CMHTE3a MUKOrEHHbIX
aMWUHOKMCIIOT.



Obe3sspexxusarowjas PyHKUUA yrrnesonos
Takke cyulecteseHHa: YOd-rnoKkypoHoBas
KMUCIoTa B Ne4YeHU CBA3bIBAET MHOIME
TOKCUYECKNE COEeQUNHEHUSA, NpnaaBast UM
bonbLIY0 rMAPOPUINBHOCTL U
CNOCOBOHOCTb PaCTBOPATLCH B XKESYW.



VIckniounTenbHO BaXKHa peuernmopHas
doyHKUMA yrneBoaoB — ABMAACL COCTaBHOM
YaCTbKD MHOIMOYUCINEHHbIX aHTUTEN, OHU
obecneunBaroT «y3HaBaHME» CBOUX
aHTUTeHOB; yrneBoabl BXOOAT B COCTaB
peLenTopoB rOPMOHOB U
HenpomMegmaTopoB, y4acTBYyS B perynaumm
XN3HEOEATENBbHOCTMU KIETOK.



[lepeBapuBaHue yrneBsoaoB

B potoBoW nonoctu yrnesoabl
nepeBapusatoTcs epMeHTOM CIOHbI Q-
amursia3ou( anuko3uo-auoporasa).
depMeHT pacLlennsaeT BHYTPEHHME O
(1—4) rmunkosnaHble CBA3N N OTHOCUTCS K
QHAOornukosngasam. Ammnasa nerko
NPOXO4AUT Yepes KNeTouHble bapbephl,
aKTUBHOCTb €€ BbICOKa KakK B KpOBWU, TaK U
B MOYe.



[Tpn aTOM 0DOpasyoTCA NPOAYKTLI
HEeMNOoJSTHOro rmaponmaa Kpaxmana (1Mnu
rMMKoreHa) — AekCTpuHbl. B HebonbLLIOM
Konun4yecTtBe obpasyeTtca n mansrosa. B
aKTUBHOM LIEHTPE O-amMuna3sbl HaXOOATCS
noHbl Ca™. a-ammnasbl XXMBOTHOIO
MPOUCXOXAEHNSA TaKKe aKTUBUPYETCS
noHammn CI.



Y HEKOTOPbIX XXMUBOTHbIX ( flowlaau,
cobakn) a-amunasa oTCyTCTBYET, Kpaxmar
nepeBapmMBaETCA B TOHKOM KULLKe noAa
OENCTBMEM MaHKpeaTU4yeckon amunasbol



Kpome a-ammnasbl CyLLECTBYIOT eLle 2
BMOa amunas —3- 1y amunasbl. OHu
cogepkaTce B TKaHAX.

3 —amunasa rmaponnayeT Kpaxmarn C
oTwenrieHmemMm marnbtasbl, T.e. AB-CH
3K30rnmMKo3nagasoun.



VY amunasa oTienngdeT oT Kpaxmana
MUKO3MAHble OCTaTKU.PasnunyaloT KUcnyto
N HeuTpanbHylo ¥ ammnassbl, B
3aBMCMMOCTM OT TOro B Kakon obnactu pH
OHU NPOSABNAIOT CBOE Aencteune. Knucnagqa —
nn3ocomMmHagq. llenoyHas nokanmayeTtcs B
rmanonnasme KreTok.



B »Xenygo4YHOM COKe nepeBapuBaHue
yrneBogoB TOPMO3NUTCH, TaK Kak amMmunasa

B KUCINOW cpeae nHaktuempyetcq.l

OB

boriee rmyboKunx cnosax nuwy Oencreue

doepMeHTa HEKOTOPOE BPeEMS elLlle

NpoaoIMKaeTCs.



[ NaBHOE MECTO nepeBapuBaHUS
yrneesoaoB — 12-nepcTHas KuLIKa, Kyaa
BblOENAETCA B COCTABE NaHKpeaTn4eCcKoro
COKa a-amuJsiala( naHkpeamu4eckas).
ITOT PEPMEHT 3aBepLUAET pacLuenneHne
Kpaxmana u rmnKkoreHa, Ha4vartoe
amMuIa3on CIoHbl, 10 MallbTO3bl.



[maponma a(1—6) rMmnkosngHoOu CcBs3N
OCyLLeCcTBNseTca pepMeHTamMu
KULLEeYHUKa amursio-1,6-armoko3udasol U
osiuz20-1,6-a20Ko3udas3ou
Obpa3soBaBLUascs MmansTo3a ObICTPO
pacnagaeTcya Ha 2 MONeKyrnbl FMKOo3bl C
NOMOLLbIO Masibma3sbl. B KULLEYHOM COKe
COAEPXKNTCA TaKXKe caxapasa,
Bbl3bIBatoLLasi pacnaj caxapo3sbl C
obpa3oBaHMEM [TIHOKO3bl U PYKTOS3HbI.



Mono4HbIN caxap nakro3a paclLlennaeTcs
Jlakma3ou 00 TTHKO3bl U rarnakTo3bil.
ManbTo3a, caxapo3a U nakrtosa
rMAPOSIN3YHTCS B MMUKOKANMKce
OHTEPOLNTOB (NMPUCTEHOYHOE
nuLieBapeHue).



HenepeHOCMMOCTb HEKOTOPbLIMU NHOAbMMU
MOJI0Ka, nposiBnaroLlasacsa bonamm B
XXMBOTE, ero B3ayTnem (MeTteopusm) u
NOHOCOM, 0DycnoBneHa CHUKEHUEM
aKTUBHOCTU NakTasbl. Y MnageHueB 3ToT
doepMeHT, Kak NnpaBuno, BeCbMa aKTUBEH,
HO K nepuoay OTHATUA OT rpyau CUHTES
ero npekpawjaerca y 15% oereun ctpaH
EBponbl n 80% aeten ctpaH BocToka,
Asnun, Appukn, AnoHnm (BPOXKOEHHbIN,
reHeTU4YeCcKun, nedekxT).



[TOCKONbKY MOJIOKO ABNSAETCSH LEHHbIM
NPOAYKTOM NUTAHUS, a ONSA rpyaHbIX AeTeN
— 0c000 BaXXHbIM, OT Hero He criegyert
OTKa3blBaTbCHA, HO HEODOXOOAMMO NEPEUTU
Ha noTpeobrieHne KUCNOMOJSIOYHbIX
NPOAYKTOB (B HMX NOA4 OENCTBUEM J1aKTasbl
MUKPOOPraHM3MoOB MOJIOYHbIN caxap
paspyLuaeTcs).



Buabl nueBapeHuns

1. MonocTHOE nuweBapeHue-
HEeaMMPEKTUBHO, T.K. BEPOCTHOCTb
BcTpeun F n S HeBenuka n nogumnHsaetcs
—3aKkoHy bpoyHoBckoro gsumxkeHusa. Kpome
TOro Mukpodoriopa 3axBaTbliBaeT S, 1 3Ta
BEPOATHOCTb €elle bonbLie CHMXaeTcs.



* [IlpucTeHOYHOE NULLeBapeHune.-
OCYLLECTBISAETCA B rMMKOKarnukce,
KOTOPbIW NMpeacTtaBnsaeT cooou
[MUKONPOTENHOBLIN KOMMNMEKC,
NoKann3oBaHHbIN Ha4 1 nNoAa
MWUKPOBOPCUHKKaMN TOHKOM KULLIKN. CKBO3b
CETb MMUKOKarnkca He npoHunKaroT
MUKPOObI, NO3TOMY cpeda nuileBapeHuns
cTepunbHa. Bce 910 onpenenaeT BbICOKYHO
9PPEKTUBHOCTb AaHHOIo Tuna
nuuieBapeHuns.



BHYyTpUKneToyHoe nuilieBapeHue
OCYLLECTBNAETCA NO MexaHu3my
doaro n NMHoLUMTOo3a. ABnAaeTcs
HecoBepLUIEHHbIM, MO3TOMY MOXET
NPpUBOOUTL K Pa3BUTUIO
anneprmyecknx peakymmn.



[lpucTteHo4YHOE NULeBapeHUue-
COCTaBHad 4YacTb TPAHCMOPTHOrO
KOHBeWepa.

[lneBon TpaHCNOPTHbLIN KOHBEWE-
COBOKYMHOCTb NMPOLIECCOB
nepeBapuBaHUA, CONMPAXXEHHbIX C
MexaHM3MaMun TpaHCnopTa BELUECTB
yepe3 MeMOpaHbI, rae nokann3oBaHbl
NMMMOONNMN30BaHHbIE DEPMEHTHI.



3a CYEeT 3TOoro NMLLEBOIO

TPaHCMOPTHOIo KOHBENEPA-
obecrne4ymnmBaeTcs HanpaBleHHOoEe
NOCTYNNEHNE KOMIMOHEHTOB MULLN U3
KKT B KpoBb.



BcacbkiBaHMe yrneesogoB

OCyLLI,eCTBJ'IFIeTCFI TpeMA NYyTAMM.

1.MaccuBHaga guddy3unsa( no rpagneHTy
KOHLUEeHTpauun). Tak nepeHocATcA
MaHHO3a, apabuHo3a 1 Kcurosa

2.00neryeHHana andpdy3na( nytem
obpasoBaHuUAa rMapodPOOHbIX KAHANMOB U
Nop rpu KOHTaKkTe MemMmbpaH C
TPAHMOPTUPYEMbBIM BELLLECTBOM).



AKTUBHbLIA TPAHCNOPT OCYLLECTBNAETCA -
NPOTUB rpaaneHTa KOHLEHTpaLKWKN, 3a CHET
QHEpPrun Makpoaprmndeckmx csaszen-ATo
NN 3Heprum membpaHHOro noTeHumnana -
A pH". pn aTOM aKkTMBHOE y4acTue
npuHumaeT Na* K- ATd-asa.



[ NOKO3a Kak KOHEYHbIN NpoayKT pacnaga
Kpaxmara U rmmkoreHa BcacbIBaeTcs U3
KMLLIEYHWKa ABYMS criocobamu:

1.nmbo nytem obriea4yéHHouU Oupy3uu (Na+-
He3aBUCUMbIN TPAHCMNOPT C yYacTUEM
cneumaribHOro, TPaHCMNOPTUPYHOLLIErO MHOKO3Y,
benka rmnwoT 5);



2. N0 — NPU HN3KOW KOHLEHTpaL NN
[MIOKO3bl B KULLEYHUKE — NYTEM
aKkmueHo20 mpaHcriopma c 3aTpaTou
aHeprun ATO, c ncnonb3oBaHMEM
HaTpPMEeBOro Hacoca (BKMN4YeHne
mexaHmama Na* K- ATd-asbl).
BcackiBaHMe NeHTO3 NPOUCXO4UT NYyTEM

npocton anddysnm
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[logaBngaoLwee Konm4ecTBo
MOHOCaxapuaoB NOCTynaeT B NOpTalbHYO
CUCTEMY KpOoBOODOpaLLEHUA U B NEYEHD,

He3HayuTenbHaga 4YacTb — B
NMM@aTtnU4ecKyro CUCTEMY U ManbIn Kpyr
KpoBoobOpaLleHus. B neyeHn n3dbbITok
[MIOKO3bl OTKNaabiBaeTca «npo 3anac» B
BUAOE IMMKOreHa.



[lyTM NPOHNUKHOBEHUS IMIOKO3bI B
KNeTKy:

[TyTb NPOHMKHOBEHWSA MMIOKO3bl B KNETKW
TKAHEN crnoXeH. E€e nepeHocUT
NoKann3oBaHHbLIX B nra3maTnyeckoun
MembpaHe crneunanbHbin besioK-
r1epeHOCHUK 2/1i0K03bl — 2J1rom. Bcero
BblJENEHO 5 TUNOB Taknx 6enkoB A5
pa3HbIX TKaHeW. Hanbornee xopoLlo
N3YyYEHHbIM ABMSETCSH SPUTPOLIUTAPHBLIN
benok-nepeHoc4uk rnroT 1.



Glut 1 — 6enok-nepeHoOCHUK
[MIOKO3bl 3PUTPOLNTAPHON
MeMOpaHb|

q (X X000
' GLUT 1
] beok-nepeHocuuK riaKwKo3bl
ADUTNOMHUTADHBIA



KoH®opMaLUMOHHbIE N3MEHEHUSA
cermMeHTa benka-nepeHocvnka
[MHOKO3bl

<>
\

0

S




« ITOT OENOK npeacraBndeT cooou
nonunenTUaHyo uenb (a-cnuparb),
cogepxaiyto o 500 aMmMHOKUCHOT.

 Llenb nepecekaeT membpaHy 12 pas.

« MecTa nepece4yeHns dOPMUPYIOT CETMEHTDI
— «BOpPOTa», KOTOpble NoNepeMeHHO
OTKPbIBAsACb U 3aKpbIBAsACb, MPOMYyCKatoT
[MIOKO3Y BHYTPb KIETKMW.
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* B npucyTCTBUKM MHCYNMMHA CKOPOCTb NepeHoca
[MIOKO3bl PE3KO BO3PaCTaET.

* [log oencTBMEM MHCYIMHA YacTb PEe3epPBHbIX
Glut, xpaHsiLmecst B UMTO3051€ KNETKN «MPO
3arnac», nepebpacbIBaeTcs K nra3maTn4eckomn
MemMbpaHe 1 BCTpanBaeTCcs B Hee.

« 3aTeM, Koraga cogepXaHue rmntoKkosbl B KPOBU
nagaeT u cekpeuunsa NHCynmHa ocnabnsiercs,
MobunnsoBaHHble Glut Bo3BpallatoTcs K MeCTy
MCXOOHOW NokKanu3auumn.



* Bce nepeHocuukn rmokosbl (Glut 1-5)
npeacTaBnatoT cobon ceMencTBo
CTPYKTYPHO OfN3KMX MEMDOpaHHbIX DEnKoB
C pas3nnUYHbIMU YHKLUAMMN.

* Tak Glut 1 u 3 MeloT BbICOKOE CPOACTBO K
[MOKO3€e N OOHapyXeHbl MOYTN BO BCEX
KNneTkax, Hy>XgarLwmnxca B NOCTOAHHOM
NOCTYNNIEHUN IMHOKO3bI.



* Glut 2 HanaeH B kriemkax rne4dyeHu u
r100XKes1yO04YHOoU Xere3bl. OTOT
NepeHOCYNK MMEET ropasao MEHbLUEE
CPOLCTBO K [T1HOKO3€E.

e CBA3biBaHMe rnwoko3bl Glut 2

NMPOMOPLIMOHANbHO €€ KOHLIeHTpaLumn B
KPOBM.



* [locTynneHue rmoKo3bl B KIIemkuU reqdeHu,
[104YEK, MOHKOU KUWKU, B-Krnemku
rnooXxesiyoo4yHou esie3bl NP NOMOLLN
He4YyBCTBUTENbLHOIO K MHcynuHy Glut 2

« Glut 5 cuHTE3NpPYETCA 3HMeEepouumamu W
obecneuymBaeT cMMMopT rmnoko3bl 1 Na®



[TocTynneHune rnwKo3bl B K/1emku
CcKerlemHbIX MbIWU, cepoua U xKuposou
mkKaHU perynupyeTtca UHCYIIMHOM (Nnpw

MOMOLLN YYBCTBUTESTbHOIO K MHCYIUHY
Glut 4).




* B kneTkn mo3sra TpaHCcnopT KO3kl
NPOMNCXO4NT NPU MOMOLLU
He4YyBCTBUTENbLHOIO K MHcynuHy Glut 3

« CKopocmb rnocmyrnieHusi 2/1t0Ko3bl 8
MO032, Ne4YyeHb, MOYKU, 3pUMmpoyumal
ornpeoderisemcsi ypo8HeM riuKemMuu.

B HopMme codepixaHue 2J1I0KO3bl 8
Kpoeu 3,3-5,5 MMOJIL/I1.



3HavyeHne dochopnnnpoBaHUs rmoKO3b!

1. Tlpn dbochopunupoBaHun [ Noko3a npmobpeTtaet
3apsn, obreryaroLwmn ee B3anMMOOENCTBUE C
aKTUBHLIMWU LleHTpaMn pepMeHTOB, KaTanunsnpyoLmx

nocrnegyoLwme peakuum.

2. OTpuuartenbcHbin 3apag 6 npenaTcTByeT ero
BbIXOAQY N3 KNETKU, T.e. cpabartbiBaeT aPAEKT -
«3annpaHunsa.

3. PocdaTt [6dp B peakuUnsax rmmkonmsa CTaHOBUTCH
MaKpPO3Prm4yeCcKnMm.



PpyKTO3a U ranakrosa
npeBpaLlaroTcAa B FMIOKO3Y.

dpykTO3a 00pa3yeTcs B KULLIEYHUKE MpU
rmoponin3e caxaposbl caxapason; KpoMe
TOro, B cocTaB (PPYKTOB U MEQA BXOOUT
cBoboaHas ppykTo3a, KoTopas nerko
BcacbliBaeTcs. [locTynas ¢ TOKOM KpOBU B
pasnn4yHble opraHbl, PpyKkTo3a
nogBepraeTca cneayowmm
npeBpaLLeHUsaM.



hpyxTo3a rMoKO3a
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docohopuniupyemcsi 2eKCOKUHa30U C
obpas3oBaHneM PppyKTO30-6-pocdaTa,
KOTOPbIN N30MEPU3YETCHA B MHOKO30-6-
docaTt — UeHTpanbHbIN MeTaboNuUT
oOMeHa rnoKo3bl. Y YenoBeka (ppyKkTo3a B
cBOOOaAHOM, T.€. HedpocdhopUIMpoBaHHOM
BUOE, HAXOOUTCA TOMbKO B CEMEHHOM

XUOKOCTMW.



B neyeHn ¢gpocghopunupyemcsi
¢ppyKmokuHa3ou ¢ obpasoBaHUEM
dopykTO30-1-doocdaTa, KOTOPbLIN MOXKET
nnbo eule pas dochopununpoBaTbecs (Npu
9TOM obpasyeTca PpykTo30-1,6-
aondoocdar), nmMbo pacLlennaTbCcA
anbaonasou B Ha gBe Tpnoabl.



[1pn BpOXXOEHHOM HeaocTaTKe
PYKMOKUHa3bl HapyLUuaeTCcH
obpa3oBaHue ppykTo30-1-pocdaTta. B
CBs131 C BNOKOM 3TOro pepmMeHTa
BO3MOXXHO NpOTEeKaHNE TOSMbKO
eKCOKMHa3HOWU peaKunmn, Kotopas
npuBOoaAUT K 0OpasoBaHU0 PPYKTO30-6-

doocpara.



OpQHaKo 2eKCcoKuHa3a WHrmbupyetcs
[MIIOKO30U1, MO3TOMY (PpyKTO3a
HakKannmMBaeTCs B KPOBU U BbIOENAETCA C
MOYOoU (MoYeYdHbIN nopor Ana PpyKTo3bl
HMU30K) — pa3BUBaETCA acceHUuasibHas

QOPYKMO3ypUus.



[1pn HegocTaToMHOCTU asiboosia3sbl B
(PppykTO30-1-pOCdaT-anbaonassl) B
TKaHAX HakannmBaeTcd PpPyKTo30-1-
doocdat, ABNALWMNCA UHTMONTOPOM
anbpgona3sbl A. [ledekt anbagonas
NPUBOAUT K HApPYLLUEHUAM peaKkLnn
rMMKONn3a u rrnokKoHeoreHesa (rmuuepuH
MOXXET 00pa3oBbIBATLCA NpU pacnaje
nmnuaos).



KnnHn4yeckn HegocTaTouHOCTb anbaonas
NPOABSETCS rMMMOrnMKeEMMEN nocne
npuema copgepkallen pyKkTosy nNuLln, B
TOM YuCrie criagknx ontoa, Tak Kak B HUX
KnagyT caxap (caxapoay). Ons
rMNOrnMKeMMUYeCcKoro cuHagpoma
XapaKTepHbl pBoTa 4veped 30 MMH nocne
npuemMa nuuin, XoriogHbIv MoT, Cyaoporn,
b6onb B XnBoTe, noHoc. [lpun gnutenbHOM
noTpedneHmnn HebONbLLUNX KOFNTMYECTB
dpyKTO3bI HAbNIOOAOTCA YBENUYEHNE
ne4yeHu, obuasa rmnotTpodous.



OOMEeH ranakTosbl.

["[anakTo3a BXOAUT B COCTaB
MOJIO4YHOIro caxapa nakrto3bl. B neyeHu
ranakro3sa gpocoopunupyercs
rarilakToKkuHa3oun ¢ obpasoBaHuem
ranakro3o-1-cpocdarta.



Cneaywouiasa peakumsa Katanmsumpyertcs
ypuauntpaHcdepason, nepeHocsiLen
YOD ot YOAD-rnoKo3bl Ha ranakro3o-1-
docdaT. HakoHeu, YO P-ranakrosa
anumMmepusyetca (anumepasa) B YO OP-
rMIOKO3Y, KOTOpasa MOXeT
npeBpawaTbCca B rnNoKo30-1-cpocdar
cdbepmeHTOM nupodoccopunason



HepocTtaTouHOCTL 2a/1aKmMOKUHa3bl
NPOSABNAETCA KaTapakTou (ranakTuTton —
OCMOTWNYECKMN aKTUBHOE COeMHEHME,
Bbl3blBatloLLiee NOMYTHEHME XpyCTanuka rrnasa).
Hanbonee pacnpoCTpaHEHHbBIM U TSXKENbIM
ABNAETCHA BPOXAEHHbLIN AEedEKT
ypudunmpaHcgepa3sbi (ranakto3o-1-gpocdar-
ypuauntpaHcdepasbl).



OH nposAABNAeTCA CUHOAPOMOM
ranaktosemun. [lpn atom 3abonesaHumn
n3-3a HeJOCTaTOYHOCTU
ypugmntpaHcdepasbl B KPOBU Pe3KO
NOBbILLAETCA coaepXaHue ranakros3o-1-
doocarta n ranakTosbl, gatouine
NONOXUTENbHYIO peakLuo Ha «caxap»
KPOBMW.



Caxap obHapyXnBaeTtcea B Mo4e
(eanakmo3ypus). CUHOPOM ranakroemMmum
NPOSIBMNAETCS XENTYXON HOBOPOXAEHHLIX,
renatomMeranuen, 3agepPxKou
NCUXNYECKOIo pa3BUTUA. 3anogo3pUTh
9TOT AedPEKT MOXHO HA OCHOBAHUWU PBOTHI,
BO3HMKAIOLLEWN NOCIE KOpMI1IeHUA pebeHKa
rpyabto, MOHOCA, MPOrpeccunpyoLLen
KaTapakThl.

[1pn UcKknoYeHnn n3 paunoHa ranaTtosbl
(MOsfioka) nposierieHns 3aboneBaHUs
3Ha4YUTENbLHO YMEHbLLAKTCS, O4HAKO
KaTapakTa He ncyesaer.
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Bce meTtabonnyeckne nyTtv rmioKo3bl
Haxo4ATCA Nofd BNUSIHUEM VMHCYIWHA, T.€.

MHCYMNUH3aBUCUMbI ( UHCYNUH B KPOBU=
1.3 x10 ™ monb/n).



I NMIOKO3a 3anacaeTcs B KrneTKax
B popmMe rmukoreHa.

[ MnKoreH — bonbluas BeTBUCTasa Mosiekyna
c monekynspHou maccou 106-107
OAnbTOH. JINHenHbIe y4aCcTKn MoneKynbl
rmmKoreHa cessaHbl a(1—4) cBA3bI0, TOYKM
BETBNEHNSA npeacrtaBneHbl a(1—06)
MMKO3MOHOU CBA3bIO.



CuHme3s a51uko2eHa (a2siuko2eHe3s)
OCYLLECTBNAETCA MOYTU BO BCEX KNETKax, HO
0eno rmmnkoreHa — neYeHb, 3anacarLlasl ero B
KonundecTtBe, cocTtasndawowem ao 10 % maccshl
opraHa. ['lpu yrnesogHom rosiogaHmm pacnaj
[MMKOreHa OCYyLLECTBSETCA O4YEHb ObICTPO,
obOpasyoLaacs Npu 3TOM rMOKO3a NOCTYMNaeT B
KPOBOTOK U UCNOSb3yeTCcAa ANd HYyXXO HEPBHOU U
Opyrmx TkaHen opraHnama. B mbiwiyax
cogepxutcs o 1% rnukoreHa, HO 3TOT MMUKOreH
PaAcCX0oOyETCA NUCKIMIOYUTENBHO ANA pabdoThl
caMou MbilLlevyHON TKaHu. B otnnyme ot
rMIMKOreHa ne4vyeHu, rMmnKoreH MbilliL, JOCTaTOYHO
cTaburneH.



CuHTEe3 rmmkKkoreHa
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D
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[ NMKoreHcuHTas3a obpasyet a(1—4)
[MNKO3UOHbIE CBA3U, NPpUcoeanHsasa 7
OCTaTKOB TOKO3bl K BETBU «3aTPaBOYHOIO
rMUKoreHa», cogepxallen 4 ocrtartka
[T1HOKO3bl.

a(1—4) rmukosngHas cBssb

« JaTgBou

R ANX ></>.m —

IJIHIOI'CH

o(1> 42nuxo3uona ceasv




Tak Kak mornekyna rnmkoreHa aABngdeTcad
BETBUCTOW, TO B peaKLUns CUHTE3a
[MUKOreHa y4yactByeT ghepMeHm
gemerieHuUs — amusno-(1,4—1,6)-
TpaHcrnoko3ngasa: pepmMeHT obpasyeT
(1—06) rmnKko3naHyto cB4a3b, nepeHocs 7
OCTaTKOB MOKO3bl C OOAHOWN N3 ONUHHbIX
OOKOBbIX Lienen rnukoreHa n gopmMmupyert
HOBYIO BETBb

X

a(1—6) mnkosmngHasa cBA3b

/




[ MTMKoreHonunsa

[ NaBHbIM perynmpyemMbiM qoepMeHTOM
[MUKOreHosM3a siBnsieTcs
a2JlukoeeHgbochopuriasa. Pocdopumnasa
MOXET HaxoauTbCA NMOO B HEAKTUBHOM,
0eocopuUnnMpoBaHHOM, COCTOAHUN —
doocdopunasa b, NnMbo B akTUBHOM,
doocpopunnnpoBaHHOM, COCTOAHUN —
doocpopunasa a.



HeakTnBHaa dpopma doepMeHTa,
cocToslas u3 2-x cyobeanHuu,
npeBpaLlaeTca B akTUBHYHO, COCTOSILLYIO
n3 4-x cybbeauHunL, ¢ NOMOLLbIO KUHa3bl
gocgbopuria3sbi b.



KUHa3a gpocgbopurasbl b

2 bochopunaza b + 4 ATP=—=—=———== '

docaTasa

docopunasa a + 4 AJO
KuHa3a gbocgbopurasbl b MOXET Takxke
HaxXoOUTCHA B aKTUBHOU N HEAKTUBHOW
doopmax. peBpallieHne HeakTUBHOW
KMHAa3bl B aKTUBHYIO OCYLLIECTBNAETCS
UAM®-3aBnCcUMbIM PepMEHTOM
npomeuHKUHa3ouU:.



llpomeuHKuHa3a

HeakKTUBHaAsl ========== = -AKTUBHaA

KuHa3a pocd. «b» KuHa3a ocd.
«a»




CKOpPOCTb CMHTE3A IMUNKOoreHa
onpenenaeTcs akTUBHOCTbIO MMUKOreH-
CUHTa3bl, B TO BpeMS KaK pacLuensrieHne
KaTtanmanpyertcsa a/1UKo2eH-
gocpopuriazou. Oba pepmeHTa
OEUCTBYIOT Ha NOBEPXHOCTU
HepacTBOPUMBbIX YacTuL, MUKOreHa, rae
OHU B 3aBUCUMOCTM OT COCTOAHUA ODMeHa
BELLECTB MOryT HaxoAUTbLCA B aKTUBHOWU
NN HeakTUBHON doopMe.



[1pn ronogaHnm nnn B CTPECCOBbIX
cutyauuax (bopbba, b6er) Bospacraer
NnoTpebHOCTb opraHn3ma B rmnoko3e. B
TaknX cny4yasax BblOenatTcs ropMoHb!
agpeHanuvH v rnrokKaroH. OHu
aKTUBUPYIOT pacLiensieHne n NHrmounpyroT
CUHTE3 rmukoreHa. AgpeHanuH genucTeyeT
B MblLLULAX N NEYEHN, a IMIOKAroH —
TOJNbKO B MEYEHMW.
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MeTabonuim rnmkoreHa
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3aKknroJyeHue.

T.0. MMOKO3a, NoCTynMBLUAsA B KINETKN C
NOMOLLIbIO TPAHCMOPTHbLIX CUCTEM
npunobpeTtaeT 3apsq (-2) U HaYnHaeTCH
OanbHeullee okNcrneHmne adgupa-
[MIOKO30-6 pocdaTa.

MeTabonunam rmnoKko30-6 docdara
BKI1IOMaET crnegyouine HanpaBneHus:



1.AHa3pOOHOE OKuUcrneHue.
2.A2poOHOEe OKucneHue
3. Pe3epBHOe HakonneHue rnukoreHa

4. lNeTo3ogochaTHbIU NYTb
5. buocuHTes cnoxHbix yrnesonoB- Al
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