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[TpuonHble 3a007€BaHNUs  SBIAIOTCA  HEM3JICYMMBIMA M TPUBOAAT K  CEPHE3HBIM
HelposiereHepaTUBHBIM HapymeHusM. [IproHb! kpaliHe yCTOWYMBBHIME MH()EKIIMOHHBIMU ar€HTaMH,
YTO CO3/IaeT TPYIHOCTH B JICUEHUH JaHHBIX 3a00eBanuil. DatanpHas cemelinas 0€CCOHHUIIA, B CBOIO
ouepeb, SABJISIETCS HACIEICTBEHHBIM IPUOHHBIM 3200JI€BAaHUEM C Ay TOCOMHO-IOMHUHAHTHBIM TUIIOM
HaCIlleZIOBaHMs, UMEET KpaifHe HeOIaronpHusITHBIM MMPOrHO3 C JIETalbHBIM HcxoaoM. MccnenoBanus B
3TOW 00JacTH MOTYT MPHUBECTH K HAXOXKIEHHUIO CIOCOOOB JICYEHHS JAHHOTO 3a00JIeBaHUS WIH K
YMEHBILIEHHUIO BBIPAKEHHOCTU CUMIITOMOB.

I'maBHast ocobenHocTh Oenka PrPSc 3akirouaercst B TOM, 4TO OH CHOCOOEH IpeBpaIlaTh
HopMalbHYI0 (hopmy Genka PrPC B matonoruueckyro (PrPSc).

OnacHOCTh TPHUOHBIX 3a00JICBaHMN 3aKITIOYACTCSI B HUX YCTOMYMBOCTH K (epMEHTaM-
IIpOT€a3aM U MHOTMM JIPYTUM BUAaM BO3JIEHCTBUI HA UX CTPYKTYPY.

OcHoBHOE maToreHHoe aeiictBue Oenka PrPSc 3akmiouyaercss B HaKOIUIGHWH €r0 B TKAaHAX
HepBHOU cuctembl. [lon neiictBuem npuona PrPSc B ronoBHOM Mo3re pasBHUBaeTCs aMHIIOMI03
(oOpa3oBaHHMe aMMWIIOMIHBIX (GUOPHILT), a TaKkKe (POPMHUPYIOTCS MYyCTOTHI B CTPYKTYpE TOJIOBHOTO
MO3ra B BUJIe TyOUYaThIX XO/I0B.

CymecTByeT TpH  OCHOBHBIX IIyTH BO3HUKHOBEHHSI NPUOHHBIX  3a00JIeBaHUil:
CHIOpaInYeCKUN(CIIOHTAaHHBII ), HACTIEACTBEHHBIN 1 IPUOOPETEHHBIM.

Hanpumep, HacieqCTBEHHBIH CHOco0 mepenayd MNPUOHOB OOYCJIOBJIEH ayTOCOMHOM
myTarueit B rene PRNP, koropsiii konupyet 6enox PrPC

BaxHbIM B KOHTEKCTE HACIEICTBEHHBIX NPUOHHBIX 3a0oyieBaHUil sABNseTCS (haTanbHas
cemeitnas 6ecconnuia (PCB). OHo BbI3BaHO KoqupoBaHueM BanuHa (Val, V) B 129 amuHOKHCTIOTE
(M129V), u ayrocomHo-gomuHanTHO MmyTanueit B reHe PRNP (nmonoxxenne D178N). Tlpu stom
noauMoppu3M B TOJIOKEHUH 129 He sBISETCS HEMOCPEICTBEHHO IAaTOTCHHBIM, TAK Kak s
(dbeHoTunMYecKoro nposiBieHus Tpedyercs Hanuuue mytanud D178N.

ITocnenoBaTenbHOCTh U TAKECTh CUMIITOMOB TOXE pa3jInyaroTCs IpHu nosoxeHuu M129V u
nojoxeHnd M129M. Taxxe s TauMeHTOB ¢ moJjoxeHneM M129V Gonbiie  cBOMCTBEHHBI
CYJIOpOTH, HApYIICHHUS PEYH, TOTJa KaK y MAIMeHTOB ¢ moyioxkeHueM M129M Gornee BbIpaeHbI
0eCCOHHUIIA, TAXUKAPIUs, TPEBOKHOCTD, THUIIEPTEH3US M HEIPOU3BOJIbHBIC COKPAILICHHS MBIIIII.

JnarHocTtuka ¢aTaabHON ceMeHOM OeCCOHHUIIBI 3aTPyAHEHA M3-3a CXOJICTBA CUMIITOMOB C
JIPYTUMH HEHpOIereHepaTUBHBIMU 3a00I€BaHUAMH. XapaKTepHbIM IMpHU3HakoM Ha DI sBisercs
MOCTETNICHHOE 3aMEJICHHE aKTUBHOCTH 0€3 TUIUYHBIX JUIsI MIPUOHHBIX OOJIe3HEH NMepHOAMYECKUX
OCTPBIX UMITYJIbCHBIX CKaUKOB.
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