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[Tpronnbie 3a00s€BaHUs — TPYIIAa TPAHCMUCCUBHBIX HEHPOJETCHEPATUBHBIX 3a00JI€BaHUI
MJIEKOIIUTAIOIINUX, BEI3BAHHBIX HapylIeHHeM (osiauHra 6enka, mpu KOTOpoM IPOUCXOJUT HEOOpaTH-
MOe€ U3MEHEHHNE KOH(pOpMaIy OENKOBBIX MOJIEKYJI, UX arperalus 1 MoCIeayIoIee OOCPEI0BaHHOE
9TUM LIUTOTOKCHYECKOE JIEHCTBUE.

ITo cocrosauto Ha 2020 rox onucano 16 pa3TMUHBIX MPHOHHBIX 3a00J€BaHUMN, 7 U3 KOTOPHIX
BCTPEYAIOTCS y )KMBOTHBIX U 9 y JII0J€H, KPOME TOr0, B HEITABHUX UCCIIEIOBAHUAX OIMMCHIBAETCS BO3-
AeiicTBUE Cre(PUUECKIX TIPHOHOB HA MMPOKAPHOTHI M APOKIKEBBIE TPUOKH, OJTHAKO IJISl 3TUX TPYIIT
KMBBIX OPIaHU3MOB IIPUOHBI HE HECYT NMAaTOT€HHOI'O BO3JEHCTBUSA, a HAIPOTHB CIIOCOOCTBYIOT BBI-
KUBAHUIO, OCYILECTBIISISI BaXKHbIE OMOJIOrMYECKHUE MPOLECCHl. Y KMBOTHBIX U YeJIOBEKa J0Ka3aHo,
YTO IIPUOHBI BBI3BIBAIOT MEUICHHO NIPOTrPECCUPYIOILYI0 HEUPOIErE€HEPALIMIO, BCET 1A IPUBOASILYIO K
CMEpTH.

Bce npuonHble 3a0051€BaHUS MIICKONUTAIOIINX CBSA3aHbI ¢ HApYIIEHHEM KOH(OpMaIu OJ1-
Horo Oenka — PrP (upe3BblyaiiHO KOHCEPBATHBHOTO MEMOPAaHHOTO TIIMKOMPOTEHHA KIETOK). DyHK-
LMY HHTAKTHOT'O KJIETOYHOI'0 OeKa JI0 CHX IOp OCTAr0TCs HE 0 KOHIIA SICHBIMH, XOTSI OTMEYEHO €ro
BaXKHEilIllee 3HAYEHHE B TAKUX Ipoleccax KaK OCYIIECTBICHUE HWHTPALEJUIIOJISIPHBIX B3aUMOJIEH-
CTBMH, peryssiius MeTaboIu3mMa MeJ1 B CHHAIITHYECKUX KOHTAKTaX, HHI'MOMPOBAaHNE HEKOTOPBIX BU-
JIOB aIlonTo3a, Peryyisiius MUPKATHBIX PUTMOB U (DOPMUPOBAHHE HEPBHON CHCTEMBI. DKCIIPECCHUS
matpuuHoit PHK nanHoro nporenHa ormedaeTcs yke Ha paHHHMX 3Tanax 3MOpHoreHe3a B HEpBHOM
TpyOKe MBIIIEH, U IO Mepe pa3BUTHSI IEHTPAIbHON HEPBHOM CUCTEMBI €€ YPOBEHb YBEIUUYHUBAETCS.
¥V B3pocinoro yenoseka PrP skcnpeccupyercs B HelipoHax MIIOKaMIIa, HEOKOpTeKca, kiueTkax [lyp-
KMHbE MO3KEUKa, a TAK)Ke MOTOHEHPOHAaX CIIMHHOTO Mo3ra. benok Taxke HaXoJsT U B JPYTUX Opra-
HaX U TKaHSIX OpraHu3Ma: 3HAuUMUTeNbHble KonnyecTBa PrP oOHapyxuBaroTcs B MUOKap/e, MPOBOIS-
el cucreme cep/ia, CKeJIETHBIX MBIIIIAX, KEJIyI04HO-KUIIIEUHOM TPaKTe, MaTKe, SIMUHUKaX. JKC-
npeccust 6eKa OTMEeYaeTcs U B CTBOJIOBBIX KJIETKAaX BO BPeMs T€MOII033a, 3pebIX TUM(OUIHBIX U
MUEIOUIHBIX KOMITAPTMEHTAX.

3apakeHre MPUOHHBIMH OeJIKaMU MOXKET IPOUCXOJUTh B Pe3yibTaTe YHOTPEOIECHUS B MUY
MIPOJYKTOB, IPUTOTOBJIEHHBIX U3 MOPAKEHHBIX IPUOHAMHM )KUBOTHBIX, & TAKXKE ATPOTEHHO (KakK Cie/-
CTBUE IEpEINBaHUs KOHTAMUHUPOBAaHHON KPOBH, TPAHCIUIAHTALMN OPTaHOB, a TAK)XKE UYEpe3 XUPYyp-
rU4ecKue MHCTpyMeHThl). OnHako Haubojiee 4acTo B COBPEMEHHOM MHpPE BCTPEYArOTCS HAcIea-
CTBEHHBIE U CHIOpaguuecKue (popMbl — BO3HUKAIOT CIIOHTAHHO WJIM B PE3yJIbTaTe HACIEICTBEHHOIO
nedexTa rexa.

PutyanbHbIi KaHHUOATN3M, XOTS U HE BCTPEYAETCsl B COBPEMEHHOM MHpE, JI0JITr0€ BpeMs sB-
JISUICSL OCHOBHBIM IyTeM Iepefiaur 3a00JIeBaHUs Y YelIOBEKa, B YaCTHOCTU ObUI PaclpOCTpaHEH y
abopurenoB @ope B 20 Beke Ha Tepputopun Hopoii ['Bunen.

Takoe pazHOOOpa3ue croco0OB pacHpOCTPAHEHUS B MEPBYIO OYEPENb CBA3AHO C BBICOKOM
YCTOWYMBOCTBIO MPHOHOB K BO3/IEHCTBHUIO (PAKTOPOB BHEIIHEH cpe/ibl. IH(EKIIMOHHBINA areHT MOXKET
HaXOJUTHCSI MHOTHE I'OJIbl B [TIOYBE, HE YHUUTOXKAETCSI aHTUCENTHUKAMHU, YCTOMYUB K BHICOKHM J103aM
MOHM3UPYIOUIET0 n3nydeHus u teMmeparypam a0 600 rpagycos Llenscus. IIpronHas nomymsmus
MOIYUHSETCS] MEXaHU3MaM €CTECTBEHHOI0 0TOOpa U CIOCOOHA U3MEHSITh KOHPOPMAIIUIO O] U3Me-
HUBIIHUECS YCIOBUS OKPYXKAIOIIEH Cpeibl, YTO UTPAET OIPOMHYIO POJIb B MEXKBHI0BOI Iepeaaye.
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