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[ MMKO3aMUHITIMKaHbI, UNU
Mykononucaxapuabl (IF'Al')

« JInHenHble oTpuyaTenbHO 3apsXKeHHbIE reTepononucaxapuibl,
COCTOALLME U3 NOBTOPAIOLLUNXCA ANCaxapuaHbliX 3BeHbEB (CM. cnej.
cnauvp):

~ rekcypoHoBas kucrora (rmiKypoHOBas Unu naypoHoBas)
~ aLEeTUNNPON3BOAHOE aMuHocaxapa (rnoKo3- UNK ranakTo3aMuHa)

o

Auetunuposanue NH, rpynnbl ammHocaxapoB NPpMBOAUT K MCYE3HOBEHUIO
MNONOXUTENbLHOIO 3apsiaa

KapOokcunbHbI€ rpynnbl KUCNOT U CynbMaTHbIe rpynnbl }
aueTUNNPON3BOAHbLIX aMUHOCAxXapoB NpuaarT 00NbLLOW OTPULATENbHbIN
3apsag — NnonMaHuoHHbLIE cBOUCTBA, noatomy Al

ceasbiBatoT Na*, K, Ca 2*, Bogy (Monekyna ruanypoHOBOW KMCNOThI
ceasbiBaeT 200 — 500 monekyn BoAbl, NO3TOMY MEXKNETOYHOE BELLECTBO
npuobpeTaeT xapakTep »keneodbpasHoro MaTpukca)

NPENATCTBYIOT NPOXOXAEHUIO OTPULIATENBHO 3apPsXKEHHbIX MOJEKYIT,
KNeTok (Hanpumep, 6enkoB 1 3puTpoLUMTOB Yepes BaszanbHyo memopaHy
KNyD04YKOB NOYeEK)
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CTpoeHne MOHOMepHbIX 3BeHbeB [Al
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OcobeHHOCTU CTpoeHUs oTaenbHbIX [Al

- KeparaHcynbdarsl BMECTO rekCypOHOBOW KUCMOTbI
COLEPXaT ranakTody 1 KpOMe aucaxapuaHbiX eanHmL, —
(oyKO3y, MaHHO3Y, CUanoBYyH KUCMOTY

- [enapuH nveeT OonbLUee KONMYEeCTBO CynbaTHbIX rpymnmn
3a CYET CynbdaTnpoBaHHOW rMHOKYPOHOBOW KUCMOTbI



OYHKLMN IMINKO3aMUHITIMKAHOB U
NPOTEOIMNKAHOB

« CTPYKTYPHbIN KOMMOHEHT MEXKINETOYHOro MaTpukca
- QOpPMUPYIOT TYProp TKaHeun (rmanypoHoBas KMUCnoTa)
- «Cmaska» B cyctaBax (rmanypoHoBasi KNCIOTa)
- QuneTpauUnoHHbIM Bapbep B noykax (renapaHcynbdartbl)

- «MonekynsipHOe CUTO»: NMPENATCTBYIOT PacrnpocTpaHeHUo
NaToreHHbIX MUKPOOPraHn3MoB

- Peccopbl B CyCTaBHbIX XpsALLax
- [1po3payHOCTb poroBuubl (KepaTtaH-, AepmMaraHcynbdaThbl)
- AHTUKOarynsauyma (renapuviH)

- MeXXKneTouHble B3auMOL4ENCTBUSA, KNeToYHas agresns
(renapaHcynbdarbl)

Cawmblie pacnpocTpaHeHHble Al - XOHAPOUTUHCYNbaThI
(X-4-cynbart, X-6-cynbar): XpALUmn, Koxa, CBA3KN, CYXOXKUIUS,
apTepuu, poroeuua rrnasa



[poTreornukaHbl — OCHOBHOE
BELLECTBO MEXKNETOYHOro MaTpUuKca

CocraB npoTeornuKaHoB:

+ [MnKko3amMmnHrNuKaHb! (KpoMe rmanypoHoBOW KMcnoTbl) — 90-
95%
- benkosas 4actb — 5-10%

[lpumMepbl NPOTEOrNMKaHOB. arpekaH, BepcuKkaH (KpynHble),
AEKOPUH, BurnukaH, nepnekaH, nomMukaH, pudpomoaynuH

( Manbie 6oraTble neUMHOM )
kpynHble coaepxat ot 10 o 200 monekyn Al

Manele coaep>at ot 1 Ao 4 monexkyn Al
CBs3b rMMKO3amMuHrIKaHa ¢ DenkomM OCyLLECTBNAETCA Yepes

CBSA3bIBAOLLMI TPUCaxXapua: KCUnosa — ranakrosa — ranakrosa

CessbiBaHue ocyulectensaercsa Yepes OH-rpynny cepuHa,
TpeoHuHa unu NH,-rpynny acnaparvHa B Monekyne oenka



npOTeOI'J'WIKaHbII CBSA3b MMNKO3aMUHITIMKaHa C Oenkom

A un b — ancaxapugHas
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CWHTE3 NpoTEOrnnKaHoB

« 1. CuHTe3 6enkoson yacTu
« 2. ObpasoBaHne NMMHKEPHOro Tpucaxapuaa
« 3. POCT Lenu rmuko3amuHrinkaHa

Peakuun 2 n 3 3tanos OCYLLECTBNAOT 2/1UKO3UImpaHcghepass,
MCMonb3yrLLMe B Ka4ecTBe cybcTpara akTuBHbIe POPMbI Caxapos
(cBsi3aHHbIe ¢ YOD).

- Bce caxapa cUHTE3npyoTCs U3 rmioKo3bl

- MictoyHmk NH, — rmyTamuH, aueTunbHou rpynmbl — auetun-KoA,

cyrnbhaTHOM rpynnbl - hocchoaaeHosun-gpocgocynbdar (PAPC)
AkTuBaums caxapa: npucoeguHerne YOO k C1-
cpochopunmposaHHOMy MOHOCaxapuay npu y4actum TpaHcgepas:
[anakro3a-1-pocdar + YT® — YO®-ranakrosa + H,P,0,
HapyweHun cuHTesa npoTeorfinkaHoB He ONUCaHo



O6pa3oBaHue aKTUBMPOBaHHbIX MOHOMEpPOB AnA cuHte3a Al n yrneBoAHbIX
yacTeun rMUKonpoTenHoB
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CuHTes cynbdatupoBaHHbix MAl
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Peakuuna cynbartnpoBaHna octatka N-
aueTunranakrosamMmmHa B rnpoLiecce cuMHTesa Lenu
XOHOPOUTUHCYNbdaTa
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CuvHTE3 rmanypoHoBom
KMCIOTbI MPOTEKAET Ha
BHYTPEHHEWN MOBEPXHOCTU
nnasmaTtn4yeckou
MemMbpaHbl Npu y4acTum
doepMeHTa
rmanypoHaHCUHTETa3bl.
depMeHT pacnonoXeH B
membpaHe n obpasyet B
Hen KaHarnbl, NI0O3TOMY
doepPMEHT He TOSbKO
OCYyLLEeCTBNsEeT
noo4vyepenHbin nepeHoc
MOHoOcaxapoB oT Y[]O-
[MIOKYPOHOBOW KUCNOTbI U
YO®-N-
aueTunrniKodamMmmHa Ha
CTPOIOLLYIOCS LENb, HO U
TpaHcnopTupyet
rmasiypoHOBYIO KUCIOTY U3
KNeTKn

Cxema CiHTe33 I'VI&I'IVpOHOBOIZ KAC/IOTb

[MANYPOHAH

BHEKNET0uHOE NpOCTPaHCTBO X ﬁ',—. X )

MemOpana

W

Ljuronnasma



KaTtabonuam rmmko3amMmmnHIImMKaHoB U

NPOTEOITMMMKaHOB
- Monynepwuon xu3Hu: 3 — 10 gHen (kepaTtaHcynbdar 120 gHen)

KopoBbie 1 cBasyrowume 6enkn paspyluarotca noa AenNcTBuem
MaTPUKCHbIX MeTananonpoTtenHas , FAl sHaoLMTO30M 3axBaTbiBaeTCA
KAeTKaMu, rae rmapoansyroTca € MOMOLLbIO IM30COMasIbHbIX
ravkosngas u cynbdaras

-+ OTCyTCTBUE UMY CHWKEHNE aKTUBHOCTU (DEPMEHTOB MPUBOAUT
K HapyLUeHUo katabonuama — nM3oCoMHbIe DONesHn —
Mykononucaxapuao3ssl (MIC)

- Tunonorusa MINC ocHoBaHa Ha BuAe hepmMeHTa,
HeAOoCTaTOYHOCTb KOTOPOro UMeeT MecTo

Hanpumep, MIMNC 1 Tuna (cuHgpom lNypnepa) odycnoBneH HeAoCTaTOYHOCTLIO
uaypoHugasbl. HakannuBawTcA fepmMaTtaHcynbgar, renapaHcynbcgar m B
NOBbIWEHHbIX KONnuyecTBax BbLIBOAATCA C MOYOU

KnuHuyeckass KapTUHa: MNOMYTHEHME POroBMLibl, renaTtocnneHomeranus,
TYronoABUWXHOCTb CYCTaBOB, AUCMNa3uA KOCTeW, rpydbie YepTbl Nuua,
oTCTaBaHWe NCUXMYECKOro pa3BUTUA, CMepTh B nepBbie 10 NeT XU3HU



