VK 61:615.1(062)(476-25) Axmyanvhvie npobnemul cogpementol meouyunvt u gapmayuu-2023
BbBK 52473 BI'MY, Munck (19.04 — 20.04)
A43

ISBN 978-985-21-1258-1

Jlankoeckuit A.H.
INPUOHHBIE BOJIE3HU
Hayunwuii pykosooumens: accucm. Koueeea M.B.
Kageopa dbuonoeuueckou xumuu
benopycckuii cocyoapcmeennwiii meOuyunckuil yrusepcumem 2. Munck

[Tprionbl — 0coOBIM KiacC HMH(EKIMOHHBIX NATOI€HOB, HE COAEpXKAIIUX HYKICHMHOBBIX
KUCIOT. [IpHOHBI MPEACTaBISAIOT COOON OENKM C aHOMAJbHOW TPETUYHOH CTpPYKTypoil. ITpronbI
BBI3BIBAIOT TPYIIIY CMEPTEIbHBIX 300HO3HBIX TPAHCMHUCCHUBHBIX I'yOUaThIX sHIE(ANONaTHH, TakKe
M3BECTHBIX KaK TpHOHHBbIE 3a0osneBanus. OHU TPEACTaBIAIOT co0O0W HeHpoaereHepaTuBHbIC
3a00JieBaHUs U BKIIIOYAIOT 00JI€3Hb AJbIreiMepa, XpOHUYECKYI0 UCTOLIAIONIYIO 00JIe3Hb, KOPOBHE
OemeHcTBo, 60JIe3Hb Kypy, 001€3Hb XaHTHHITOHA U Oose3Hb [lapkuHCOHA.

B HopMe B opranusme dyenoBeka oOpa3yeTcs KIeTOuHbl mpuoHHBI Oemok PrP C. On
KoJupyercs renom npuonHoro 0einka PRNP, pacnonoxeHHbIM B KOpOTKOM Tiede 20 XpOMOCOMBI
13. PrP C, cocrosimmii u3 253 aMMHOKHUCIIOT, MOABEPraeTcsl CIEAYIOIUM MOCTTPAHCISIIUOHHBIM
MouuKanysIM: yaaneHuto N- 1 C-KOHIEBBIX CUTHAIBHBIX MENTHIOB, J00aBIeHHIO N-CBsI3aHHBIX
INIMKAaHOB B OCTaTKax, OOpa3oBaHHIO  AWCYIb(PUAHOTO  MOCTHMKAa U  J0OaBJCHHE
rimkodocharuaummHosutona. 3pensiii PrP C, cocront u3 209 aMHHOKHCIIOTHBIX OCTATKOB. OCTaTKH
c 23 no 124 oOpa3yroT rulkuii N-KOHIIEBOW JOMEH, a OCTaTku ¢ 125 mo 228 cocTaBisioT
r1100ynsipHbIi omeH. [Ipu npaBuabHON cOOpPKE TPETUYHAS CTPYKTYpa COCTOUT U3 TPEX O-CIUpATICH
U JIByX aHTUIAPAJUIENbHBIX B-TUCTOB. N-KOHEI COACPKHUT MSATh WM IIECTh MOBTOPOB U3 BOCHMU
0oraTplx TJIMIUHOM OCTAaTKOB, o0Opasylomux o00JacTh OKTAaNeNTHUAHBIX IOBTOPOB. OTH
okTanentuaHble moBTOphl cBs3biBaloT Cu(ll) m apyrue nByxBalleHTHbIE KaTHOHBI. HopManbHbBIN
6em0k PrP BhIMONHIET aHTHOKCHAAHTHYIO U HEHPOIPOTEKTOPHYIO (PYHKIIUIO U MPEIIIOI0KHUTEIBHO
y4acTBYET B HEHPOTPAHCMHCCHH.

CBOI0 NATOreHHYI0 AaKTUBHOCTh [JaHHBIM O€JOK HAuMHAET MpOSIBISATH B peE3yibTare
HEeNpaBWIBHOTO (osiauHra. KpuTHyeckuM MOJEKYJISIpHBIM SBICHHEM B MaTOTe€He3€ MPUOHHBIX
3a00eBaHU sIBIIAETCS KOH(popMalMoHHbINH mnepexoa oT PrP C, oGoraimeHHOTO 0o-Crupalibio, K
CTpyKType, Ooratoii B-mucramu (PrP Sc). Dta cTpykTypa He pacTBOpHMa B BOjE€, yCTOWYHMBA K
nporeaszaM U Oosiee crabmibHa. ITUM 00yclioBieHa cnocoOHocTh PrP Sc 0o0pa3oBhIBaTh arperarsl.
Takue arperats! PrP Sc ¢popmupyror amunioniasie GpuOpHUILIBL.

[Tpuonnsii 6emok PrP Sc akTMBHO TOAaBIIsIET aKTUBHOCTh TPOTEACOM U JIM30COM, HapyIIas
TakuM 00pa3oM HOpMaJibHYIO Jerpajanuio Oenka. J[aHHBIH MeXaHM3M NPEACTaBIsIeT OCOOBIN
MHTEpEC, TaK KaK OH MIPaeT Ba)XKHYIO posib B yBenudeHuu konuuectBa PrP Sc. Baxnyio ponb B
npoleccax BHYTPUKIETOYHOTO pacnajaa 6enkoB, B ToM uucie PrP Sc u PrP C, yuactByer Genox
coptiiiiH. COpTUIIMH ydacTBYeT B nepeHoce PrP Sc B nmu3ocomsl amst gerpajanuu 1 TakKUM 00pazom
IPEMSATCTBYET €ro HAaKOIUIEHWI0 B KiIeTKH. Mmerorcs nanHele, yto PrP Sc  yxyamaer
onocpefoBaHHyr0 copTwinHOM aerpaganuto PrP Sc. Ilpeanonaraercs, uto PrP Sc crumynupyer
pacnaa COpTWJIMHA B JIM30COMAax, YTO MPUBOAMT K TopMokeHuto aerpagauuu PrP C u PrP Sc u
BBI3BIBACT JaibHelIee HaKotieHHne PrP Sc B mpuoH-uHGUITMPOBAaHHBIX KIIETKAX.

Haunbosiee m3BeCTHHIMM MPUOHHBIMU 3a00J€BAaHUSMHU YEJIOBEKA SIBIISIOTCS OOJE3HBb KYpY,
6one3np Kpeiitidensna-Akoba, cunapom I'epcrmanna-llTpayccnepa-llleitnkepa u ¢atanbHas
ceMeiiHas OeccoHHMIa. Bce OHM XapakTepu3yloTcs IMporpeccupylomiei sHuedaTonatuei u
JeTeHepanne HelpoHoB. BO3MOKHOCTH Tiepe1aun HEKOTOPBIX MIPHUOHHBIX O0JIE3HEH OT YeJIoBeKa K
YeJIOBEKY M OT KUBOTHBIX K UEJIOBEKY OCTAlOTCSl HEACHBIMHM. BMmecTe ¢ TeM, Ha JaHHBIH MOMEHT
yCTaHOBJIEHAa TeHeTHYecKas npupoja aranpHol cemeliHoil 6ecconHunbl (nedextsl rena PrP C),
BO3MOYKHOCTh ATpOreHHOW mepenaun (Oonesnp Kpeitidenpaa-Akoda), nadekunonHas mnepenada
P yIoTpeOJIeHnH 3apakeHHOTro Msca (00e3Hb Kypy). B HacTosee BpeMs He HallICHBI CPEICTBA
60pb0BI C MPUOHHBIMU 3a00JeBaHUAMU. BenyTcs nccienoBanus, HalpaBjieHHbIe Ha cHUKeHue PrP
Sc-3aBucHMO  ferpajmalu  COpTHIMHA ©  yBenuueHue pacmaga PrP Sc.  Ilpumensercs
CUMIITOMaTH4ecKas Tepanusi, HallpaBJIeHHas Ha YMEHbIICHHE CUMIITOMOB 3a00JIeBaHUH.
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