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AHHOTauuA. Paboma noceaweHa 0b63opy no npobseme MpPUOHHbIX 3a60-
nesaHudl.

dopmanbHOE 3HAKOMCTBO C MPUOHHBIMU BONE3HAMM YXOAUT CBOMMMU KOPHAMM
B [lafiekoe npolwnoe, Korga 6onee 280 net Hasag bbina onucaHa 8 AHramm (1700r.)
OflHa U3 «K/IAaCCUYECKMX» MPUOHHBIX BosesHel oBel, Ha3BaHoe «ckpennu» (nove-
cyxa). Mpwu sTom 3a60/1€BaHMM OBLbI CTPAZAAN OT CUNbHEMLWero 3yaa, us-3a Yero
JKMBOTHBIM NPUXOANIOCH HEMPEPBLIBHO TepeTbeA (aHm. scrape) o aepesba. Kpome
3TOro, OBLbI UCMbITbIBAIM 6ONb NPY ABUNKEHUN HOTAMU U CTPAZAAN OT CUbHENLLINX
NpMNasKoB, YTO ABMANOCH KJACCUHECKMMU MPU3HAKaMK NoBpexaeHna mo3ra. Mos-
e, B 1967 rogy, YaHasep yCTaHOBMA, YTO CKPennmu moryT 60/1eTb U MbiLLM, YTO, He-
COMHEHHO, Bb1/10 NPOrpPeccom B U3y4eHUM 3Toro 3aboneBaHus.

B Hauane 20-x rofoB TOroO e BeKa HemeLKue uccnenosatenu faHc fepxapg, Kpeit-
udbenbar n AnbdoHe Mapus iKob onvcanm HoBoe Hensneunmoe 3abosieBaHne HepBHOM
CUCTEMBI YE/I0BEKA, [M1aBHbIM MPU3HAKOM KOTOPOro 6b110 0bpa3oBaHMe NOMOCTEN B TKa-
HM Mo3ra. Bnocneacteum sta bonesHb bbina HasBaHa Mx MmeHem. B 1957 rogy KapnToH
laviayweK 1 BuHceHT 3urac onucanu cxogHoe 3abonesaHue Kypy «4poxKb» UK «nopya»,
pacnpocTpaHEHHOE Yy HapoAa XMBYLLEro B BbICOKOropbsx Manya-Hosol MBuMHen. 31a 60-
Nle3Hb XapaKTepr3oBasiacb TPEMOPOM, aTaKCUel, Ha PaHHUX CTagMAX — aTeToMAHbIMU
ABUKEHUAMU. K 3TUM cumnTOMam BnocieacTsmMm npubasnanacs c1aboctb M 601e3Hb He-
M36EKHO 3aKaHUMBaNach SIETalbHbIM UcxooM. Kypy nepeaasanoch MHGEKLMOHHBIM ny-
Tem, MOCKO/IbKY Bbl10 CBA3AHO C PUTYasIbHBIM NOEAAHUEM TeN YMEPLLNX POACTBEHHMKOB.

MepeuncneHHble 3a601€BaHMA UMENN PAA 0BLLMX NPU3HAKOB (NepeaaBannch UH-
beKUMOHHbIM nyTem, GopMa NoparKeHHbIX OTAE/0B MO3ra MMENa BUA, NOPUCTON ryBKu)
1 BblM OTHECEHBI K TPynne TPaHCMUCCUMBHDBIX rybuaTbix sHUedanonatuii, obyciosneH-
HbIX U3MEHEHMEM CTPYKTYpPbl BCErO NNLLb OAHOTO 6e/Ka, NoNy4MBLLIErO Ha3BaHMWe - Npu-
OH. MIHbIMM cnoBamu NMpuoHbl — 3TO BE/IKK OpraHu3ma, KOTopble MO HEKUM MPUYMHAM
(KoTOpbIE MOKA HEM3BECTHbI) HAYMHAIOT BECTU CeBsl KHEMPaBU/bHOY. Y MIEKOMUTAIOLLMX
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AxmyanvHble npobaemsbt UHPHEKUYUOHHOL hamoao2uu U 6uomexHo102UU

MPUOHHbIM 6e/10K Noslyuma HassaHKe PrP> (ot 6onesHu scrapie). OH npeactasnseT coboi
ocobyto 13opopmy HOpManbHOrO KnetoyHoro 6enka PrPC (ot cellular), kotopas otamnya-
€TCA N/I0XOM PacTBOPUMOCTBLIO B AeTepreHTax, YCTOMUMBOCTbLIO K AEMCTBUIO npoTeas, a
TaK¥Ke CKIOHHOCTBIO K arperauum. HopmasnbHbIi NPUOHHbINM 6e10K UrpaeT YpessblyaiiHo
BaXKHYIO PO/b B }KU3HEAEATE/IbHOCTM OPraH13Ma: OH y4acTByeT B nepesaye HepBHbIX UM-
My/IbCOB 1, CAMOE [MIaBHOE, KNETOUHbIN MPUOHHbIN BEN0K PerynpyeT CyTouHble LUK/IbI
AKTMBHOCTM U1 MOKOA B K/IeTKaX, OpraHax 1 B OpraHvame B LiesIOM. B opraHusme niogeit n
YKMBOTHBbIX, CTPAJAIOLLMX NMPUOHHBIMU 3a601EBaHUAMU, NPUOHHDIN 6eN0K 06HapYKMBa-
erca B Apyroi popme YHUKanbHas 0cO6eHHOCTb 3TUX 3a601eBaHUIA 3aK/IHOYAETCA B TOM,
YTO OHM MOTYT BO3HUKATb HE TONbKO B pe3y/ibTate MHbEKLMU, HO 1 cnopaauyecku. Janee
HE3aBMCMMO OT NPOUCXOKAEHNUA 60Ne3HU, OHa NepeaaeTcs MHGEKLMOHHbIM NyTem. 3T
baKTbl, a TaKkKe Ype3sBblyaiiHanA YCTONUMBOCTb NPUOHA K Y/ILTPAGMONETOBOMY CBETY Briep-
Bble MO3BO/INAM MPEANONOKUTb, YTO MHPEKLLMOHHOW YacTULEN MOXKET BbiTb cam 6enoK.

YAMBUTENbHOM 0COBEHHOCTbIO NPUOHOB ABAAETCA UX CNOCOBHOCTb «HACNeno-
BaTbcA». [IPMOH, Nonaaas B KAeTKy, Bbi3blBAaeT M3MeHeHne KoHbopmauum cBoero
KNETOYHOrO aHasora, KOTopbIi cam CTaHOBWUTCA MPUOHOM. Takum o6pasom, npowuc-
XOAMT pacrnpocTpaHeHune («HacnefoBaHNEY) NPUOHA NPU AeNEHUN KIETOK.

Mp1OHbI BbI3bIBAOT HelipoaereHepaTMBHble 3a60/1eBaHMA, Tak Kak 06pasytoT BHe-
KNEeTOUHble CKOMIEeHUs B LIEHTPasIbHOM HepBHOM cucteme 1 GopMUpYIOT amuiouaHble
6/17LLUKM, KOTOPbIE Pa3pyLIAOT HOPMA/IbHYIO CTPYKTYPY TKaHW. PaspylueHue xapakre-
pu3yeTcs 06pa3oBaHMem NoNOCTeN B TKAHW, U TKaHb NPUHUMAET rybuaTylo CTPYKTYpy
13-3a GOPMMPOBAHUA BaKyosel B HelipoHax. XOTA MHKYBALMOHHbIN Nepuos NPUOHHbIX
3aboneBaHuit, Kak NPaBuo, O4eHb 4OJIOr, NOC/Ie NOABAEHUA CUMNTOMOB 60/1e3Hb NPo-
rpeccupyet 6bICTPO, MPMBOAA K PaspyLLEHUO MO3ra U cMepTu. Takum obpasom, Bce U3-
BECTHble NPUOHHbIe 3a601eBaHuMsA, 06beanHAEMbIE NOA HA3BaHUEM KTPAHCMUCCUBHbIE
rybuatble sHUedanonaTumM» Heusneunmbl U GpatanbHbl. MPUOHHBIN BEOK CXOXK Y BCex
M/IEKOMUTAIOWMX U M3-32 HEBONBLUMX Pa3AnuMin mexay PrP y pasinyHbix BUAOB Ans
NpYoHHOM 60n1e3HM Nepeaaya OT OAHOIO BMAA K Apyromy HeobbluHa. O4HAKO BapuaHT
YeI0BEeYeCKoro NPUOHHOro 3abonesanus (6onesnn Kpentudenbara — Akoba) Bbi3biBa-
eTcsi NPUOHOM, 06bIYHO MOPAXKAKOLLMM KOPOB U BbI3bIBAKOLLMM ryBuaTyto sHuedbanona-
TUIO KPYMHOTO POraToro CKOTa, KOTOPbIi nepeaaércs Yepes 3apaskéHHoe MACo.

B pesynbTaTe BCcero BbllLecKka3aHHOro o4YeBuAHa HeobxoaumocTb Gonee npu-
CTa/NIbHOTO BHUMAHUA K Npobaeme NpuoHHbIX 3a60/1eBaHUIA, MOCKO/bKY HE 10 KOHLA
M3y4eHbl MHOTME MeXaHU3Mbl AelCTBUA AaHHbIX 6enKoB.
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AHHOTaumA. Paboma noceaweHa onpeoesneHuro MUKpogaopsl MobUMbHbLIX
mesnegoHo8 cmyoeHmo8 Kosnedxca. [lpu nposedeHuu MUKpobuoso2UYecKUxX
uccnedosaHuli agmopamu ycmaHoseneHo, Ymo Ha MOoBUsbHbIX menegoHax co-
Oepxamca 6onbwe Mamo2eHHbIX MUKPOO2PAHU3MOB, YeM HA O8EPHbIX PYYKAX,
0cobeHHO Ha mex, Komopble nepedaromcs Opyaum AOAM.

3a nocnefHue roabl TenedoH U3 UrpywKky 61arononyyms NpespaTuICca B 0bbIy-
HblI Pabo4mnit MHCTPYMEHT. [T03TOMY BOMPOC O BAUAHUM TenedoHa Ha YenoBeYecKui
OpraHW3Mm o4eHb aKTyaneH. MiccnegosaTensimm 4OCTaTOYHO LUMPOKO PACKPbIT BONPOC
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