| TlpuoHbl, ewe oagHa doopma
KNN3k

M A4 /5
e

renl




MpuoHbl ( prion ot protein — «benok» U infection —
«MHeKumnsa», cnoBo npeanoxeHo B 1982 roay CrteHnu
[Tpy3anHepomMm) — ocobbin Knacc MHAEKLMOHHLIX areHToB,
npeacTaBreHHbIX 6enkamm ¢ aHoManbHOW TPEeTUYHOWU
CTPYKTYPOM M He coaepXKallux HYKNEMHOBbLIX KUCIOT.

[IpUOHbI He ABMAKTCH XUBbIMWU OpraHM3mMamMum, HO OHU MOTyT
pasMHOXaTbCA, UCNONb3ys PYHKUUN XMBLIX KITETOK (B 3TOM
OTHOLLUEHUN TMPUOHLI CXOXWU C Bupycamun). [lpuoH — 31O 6enok
C aHoMarbHOM TPEXMepPHON (TPETUYHOU) CTPYKTYpOWU,
CNOCOBOHbIN KaTanu3npoBaTb KOH(OPMaLMOHHOE MpeBpaLLEHUETD
MOMNOMMYHOIro emMy HOPMarsibHOro KreTtodHoro oernka B cebe
nogobHbi (npuoH) . Kak npasBuno, npu nepexoge bernka B
NMPMOHHOE COCTOSIHME €ro a-cnupanu npespaliatoTca B [3-criow.
[TosiBuBLLUMECA B pes3ynbrarte Takoro nepexogda MNPMOHbI MOryT B
CBOIO ouvepedb nepectpavBaTb HOBbIE MOMEKYrbl Oernka; Takum
obpa3om, 3anyckaetcs LenHas peakuusi, B XoOe KOTOpOoW
obpasyeTcsi OrpOMHOE KOSIMYECTBO HEMNPaBUNBbHO CBEPHYTLIX
Mosniekyn. [1puoHbl — €OUHCTBEHHblE W3BECTHble UHMEKLMOHHbIE
areHTbl, Pa3MHOXEHME KOTOPbIX Npoucxoaut 6e3 yyacTtus




[TpMOHHbIE OOrE3HU




B 1920-x rogax [aHC
[epxapa

Kpentudensatr n AnbdooH
c Mapua Akob
nccriegosann HoOBOE
Hensne4ymmoe
3abonieBaHne HEPBHOW
CUCTEMbI YeroBeka,
[MaBHbIM MPU3HAKOM
KOTOPOro ObIfio
obpasoBaHMe nonocTen B
TKaHW Moa3ra.
Brnocnegcteuun

o9Ta OonesHb Obina
HasBaHa WX WUMEHEM.




B 1957 rogy KapntoH lMangywek n BuHceHT 3ura onucanwu
HEeNpPOororMyeckun CUHAPOM, pPacCnpPOCTPaAHEHHbLIN Y

Hapoga dope, XMBYLLErO B BblCOKoropbsax [lanya-Hosoun
[BUHEN. OTa OonesHb

XapaktepusoBanacb TPEMOPOM, aTakCMeEW, Ha pPaHHUX
cragausix — ateToumaHbiMn apuxkeHusimm. K atum cumntomam
BnocreacTsun npubasnsnacb cnaboctb, AemMeHuusi, OonesHb
HeEN3DEXHO 3akaH4YMBanacb netanbHbiM UcxodoMm. Ha sa3bike
dope 3ta 6one3Hb Ha3bIBAETCH «Kypy», 4YTO B nepeBode
O3Ha4aeT «ApPOXb» WUMN «nop4va»; nod 3TUM Ha3BaHMEM 3Ta
bornesHb n3BecTtHa M cerogHsi. Okasarnocb, YTO NPUYUHOM
pacrnpocTpaHeHus Kypy Obin Hepegkuin cpeaun dpope
puTyanbHbin KaHHMbanmMam. B xooe penurnosHbiX puTyanos
OHW noefanu opraHbl youTbix pogunven. Mosr npm 3aTom enwu
OeTn, MNOCKOSIbKY cYMTanocb, YTO OT Hero y aeteu
«npubasnanocb yma». WMHKy6aumMoHHbIN nepuog 3aboneBaHus
MOXET COCTaBnATb OO0 50 neTt, ogHako y AeBylweK, 0COobeHHOo
NoABEPXKEHHbIX KYpYy, OH MOXET COCTaBfisATb BCEro b
yeTbipe roga unu mMeHee. 3a OTKPbITUE MHAEKLMOHHOIO




NHdeKkuroHHaa usodopma PrP — PrP°>¢ — crnocobHa npeBpallaTb
HOpMarbHbI 6enok PrP¢ B MHMEKLMOHHYI M30hOpMY, U3MEHSS
ero KoHdopmauuto (TO eCTb TPETUYHYIO CTPYKTYpY); 9TO, B CBOIO
ovyepeab, U3MeHseT B3aumogencTeuss PrP c gpyrumm G6enkamu.
XoTa TOYHas NPOCTpPaHCTBEHHas CTPyKTypa PrP>¢ HeusBecTHa,
YCTaAHOBMEHO, YTO B HEW BMECTO a-crnuparnen npeobnagatot [3-
cnon. Takne HeHopmarnbHble M300OPMbl OOBLEOUHSAOTCA B
BbICOKOCTPYKTYPUPOBaHHbIE aMWUNouaHble BOJSIOKHA, KOTOpble,
ckannueasicb, opmMupyroT onawkn. HescHO, sBNATCA N 3TU
obOpa3oBaHUs NPUYNHOW MOBPEXOEHUSA KNETOK UMM BCEro NULLb
NOOOYHLIM MPOAYKTOM MNaTONOrMYecKoro npouecca
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