Xumnueckasa n dnsunyeckas npupoga amunounga

dusnuyeckas npupona ammnomnga. lMpu aneKTPOHHOM MUKPOCKOMW aMUnona COCTOUT 13
HeBeTBsWMXCS ombpunn anvHon NnpubnuantenbHo 7,5-10 HM (F-koMNoHEHT). 3Ta cTpyKTypa
amunonga oaMHaKoBa npv Bcex Buaax ammnonaosa. MNpu kpuctannorpadum n MHpakpacHow
CnekTpocKonun obHapyXeHo xapakTepHoe cknaayaTtoe CTpoeHne 0601o4ku. dta
0COBEHHOCTb CTPOEHNS 1 0O BSACHSET NOSIBNIEHNE ABOVWHOro nyyenpenomnexusi. Kpome Toro, B
MEHbLUMX KOIMYECTBAX BbISIBNIEH N BTOPOWA KOMMOHEHT (P-KOMMOHEHT), KOTOpPbI nMeeT
neHTaroHanbHOe CTPOEHME.

Xumuyeckas npupona ammnompa. MNMpubnmauntensHo 95% amunonpa cocTouT N3
F-koMnoHeHTa, ocTanbHble 5% ocTarTCcsa Ha JOM rMNKONPOTENHOBOro P-komnoHeHTa. Cpeaun
15 pas3nunyHbIXx BMOXMMNYECKNX BAPMAHTOB aMUNIOMAHOro 6enka BblAeneHbl Ba OCHOBHbIX:
amunoung ns nérkmx uenein — AL (obpasdyeTcs nnasmatmyeckmmm KnetTkamm n CoaepXxunT
nérkne uenu NMMyHornobynmHa) n cBs3aHHbIi amunong — AA (YHUKaNbHbIiA
HEeUMMYHOT No6y NMHOBbLI 6ENOK, CUHTE3NPOBAHHbIV NEYEHDID).

B nenosntax amunonaa obHapyxmsaioT n apyrne 6enku. TpaHCTUPETUH — HOPMasbHbIA
6enoK CbIBOPOTKM, KOTOPbIV CBA3bIBAET M TPAHCMNOPTUPYET TUPOKCUH 1 peTuHon. MyTaHTHas
hopmMa TpaHCTUPETUHA (1 ero pparMeHTbl) 0BHAPY XMBAKTCS NPU FTEHETMYECKN OEeTEepPMUHMP
OBaHHbIX 3ab0oneBaHnsIx

, KOTOpble Ha3biBalOT CEMENHON aMMNOUOHOW NOoNNHenponaTnen.

AmunoungHbln TpaHcTupeTuH (ATTR) oTnnyaeTcs 0T HOPManbHOro €AUHCTBEHHOM
aMMHOKUCNOTON. B2-AMunomng — nentua, COCTaBNSIOWNIA SAPO0 MO3roBbIX Bnswek npu
6onesHun Anburelimepa; oH obpasyeTcs U3 Hanbonee KpynHbIX TPAHCMEMOPaHHbIX
rMUKONPOTENOOB, Tak Ha3biBaeMbix 6eNKOBbIX NpeawecTBeHHKoB ammnonaa (APP).
BcTpevatoTcst Takxe oenosnTtbl amunonaa, obpasoBaHHble U3 pasHblX NPenwecTBEHHNKOB,
TakMx Kak ropMoHbI (MPOKanbLUNUTOHUH) N KEPaTUH.

P-KOMMOHEHT OTNMYaeTcs OT aMUNonAHbIX onbpUn, Ho NPX BCEX oopMax ammnnonno3a TECHO
c H1UMK cBsidaH. OH obnanaeT CTPYKTypHOI romonoruei ¢ C-peakTuBHbLIM GEKOM.
CbIBOPOTOYHbIV P-kOMNOHEHT obnagaeT cpoacTBoM kK dombpunnam ammnonna n Heobxoomm
ons obpasoBaHns 0ENO3UTOB B TKAHSIX.
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NHTepecHble cTaTbu:

1) HeBporeHHble 60/1eBble CUHOPOMbI

2) HapkomaHus
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3) WHdekumoHHble 3abonesanms LIHC
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