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B cmamve paccmampusaemcs xnuHuveckuul cayuau  NPUOHHBIX
3a601e8aHULL ) CENbCKOXO3AUCMBEHHBIX HCUBOMHBIX, A MAKHCE NPUBOOSAMCS
OanHble NO UX BUOAM, MeXAHU3M BO3HUKHOBEHUS MPAHCMUCCUBHOCD
U 2eHemuUKa NPUOHHBIX boJe3Hell.

[TpronubIe 3aboeBaHus - 3TO TPaHCMHCCHBHBIC
HEHpOJeTeHepaTHBHBIE COCTOSIHUS, TOpaKarollye 4YeJOBeKa | IMINPOKUH
KpYr BHJIOB JKMBOTHBIX. CUMTaeTcs, YTO OHM BO3HMKAIOT B pe3yjbTare
TpaHcopmanmy HopMaibHOro mnpuoHHoro Oeinka (PrPc) B mzodopmsb
c abeppaHTHO CBEpHYTOH CTPYKTypOH, YCTOHYMBBIE K pa3pyLICHUIO
nporeazamu  (PrPres). 3arem »5Tm abeppaHTHbIE TPUOHHBIE OEIIKU
HaKaIUIMBaroTcs U pacnpoctpanstores kak B [[HC, Tak u B nmepudepuueckoit
HEpPBHOH CHUCTEME, TIe OHH BBI3bIBAIOT HEHPOJETCHEPALIHIO, YTO IPUBOIUT K
JeMeHIMHU U ObIcTpoil cmepTH. [IprnoHHbBIE 0ONE3HU KMBOTHBIX BKIIOYAIOT
CKpEeIH OBEll M K03, Iy0uaryro sHIe(haJonaTHi0 KPyIMHOTO POraToro cKorta
(BSE) wmm xopoBbe  OCHmICHCTBO, TPAHCMHUCCHBHYID  HOPKOBYIO
sHIedanonaTuo, TyOuUaTyro »dHIe(haTomaTuio KOIIAYbHX, Ty0dYaTyio
SHIE(ANONaTHI0 JK30THYECKUX KOMNBITHBIX JKMBOTHBIX, XPOHHYECKYIO
H3HYPSIOLTYI0 00JIE3Hb M I'y04aTylo sHIe(aIonaTHio mpuMaroB. IIpnoHHbIe
3a00J1eBaHMs )KUBOTHBIX B OCHOBHOM BO3HHUKAJIH B PE3YJIbTAaTE 3apKEHHS OT
3apakeHHOTO KOpMa WM B pe3ylbTaTe BO3ICHCTBHUS 3arpsa3HEHHOU
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OoKpyxaromiei cpemnsl. CKpamu | XpOHHYECKas OOJIe3Hb HCTOIICHHUS,
€CTECTBEHHO, BBI3BIBAIOT 3NuaeMun [1,2].

[Ipeobnamaromas runoTe3a MPUOHHOTO 3a00NEBaHUS 3aKIIOYASTCS
B TOM, YTO HOpMaJibHasl (u3noIornyecKas popma npuonHoro oenka (PrPc)
npeBpainaeTcs B 60ipHy0 Gpopmy (PrPSc) u3-3a myranuu B reare PRNP wm
KOHTaKkTa c ApyruMm OemxoM PrPSc. UToOpl n00GaBUTH OMOIHUTEIHHYIO
CIIOXHOCTB, B Oenmkax PrPSc cymectBytor ¢opmer PrPSensitive (PrPsen)
n PrPResistant (PrPres), koTopble pa3iuygaroTcs o CBOEH 4yBCTBUTEIEHOCTH
K pacuiemieHuto nporennaszoi K [3].

Cxkpanu - npeusist popma TSE. On uzBecteH ¢ 1732 r. u BcTpeuaercst
y oBen, ko3 U MypioHoB. Kak uBcimydae cC IpyrdMd THpPUOHHBIMA
3a00JIEBaHUSIMH, KIIMHUKO-TIATOJIOTUYECKHE (eHoTHIIBI cKpelnu
BapbUPYIOTCSI B 3aBUCHMOCTH OT INTaMMa NPUOHA U reHeTHYecKoro (oHa
JKMBOTHBIX. MHOXECTBEHHbIE MITaMMbl TPHOHOB MOTYT CYIIECTBOBAaTh
B OJJHOM u30JsTe cKpenu, u KoHdopmep PrPSc, HemompencraBieHHbIN
B OJJHOM TOpoJe, MOXET OBbITh BBIOPAH B KAa4eCTBE JOMHHHUPYIOILIETO
Pa3MHOKAIOIIETOCS 1ITaMMa B JIPyTroi MOpoJe.

KnuHugeckre cMMITOMBI MOTYT BKJIIOYATh M3MEHEHHUS MOBEACHMUS,
CIITIOTY, ATAKCHIO, HapyIIeHHEe KOOPAWHALINHU NBIDKCHUH, MOBBIIICHHYIO
BO30yIMMOCTh U TpeMop. VIHTEHCHBHBIN KOXXHBIN 3y[ sIBIsIeTCS Hamboiee
pacIpoCTpaHEHHBIM  CHUMITOMOM. VIHKYOanMOHHBIA TEpHOA  CKpEnH
COCTaBJIAET OT 2 0 5 JET, a CMEPTh HACTYMAET B TEUEHHE OT 2 HENEeNb 10 6
MeCSIIeB MOcie KJIMHUYECKOro mposiBieHus. HespomaTtonorudeckue
MIPU3HAKK - Iy04arasi BaKyOJISILHsl, aCTPOIJIMO3 U OTIOKEHHE aMMIONTHBIX
omsamek PrPSc B IJHC. PrPSc Obur oOHapykeH B HEpBHOW CHCTEME,
MUHJQJIMHAX, Celie3eHKe, JUM(paTU4YeCKUX  y3/aX, HUKUTUPYIOLIeH
MeMOpaHe, MBIIIIAX, [UIAIEHTE, TUCTATBHOM OT/IENE MOB3A0IIHON KUIIKA
1 IPOKCUMAJIBHOM OTIEJIE TOJICTON KHUIIKH. BBIEneHNs 1 BbIEICHHS TaKXKe
cozepkatr MHGPEKIHOHHOCTh PrPSc, koTopas MOXeT mepenaBaTbCsi MEXTY
KUBOTHBIMH 110 TOpH30HTAIH. OKoyo 3-5% JKMBOTHBIX HA ITOPaKCHHOE
CTaZ0 MOTYT IOTHOATh €XETOAHO, @ B HEKOTOPBIX CTalaX TAKXKE OTMEUYCHO
YBEIMUCHHE eXeroaHoi cMepTHOocTH 110 20% [3].

BrimeynomsiHyTeie  ()akTBl OTHOCATCSI K  KJIACCHYECKOMY WM
TUIIMYHOMY CKpeny oBell. OnMcaHbl TaK)Ke aTHITNYHBIE CITydan CKPEIH OBell
n ko03. [Ipy aTMNMYHOM CKpenu OCHOBHBIMHM KJIMHHUYECKHMMH CHMIITOMaMHU
SIBIISIFOTCS aTaKCHUsl M HapylIeHHe KOOPAMHAIMH JIBIDKeHUH. 3y BCTpeyaeTcs
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penko. KimHuyeckne NpHU3HAKM KO3BETO CKpPENM YacTUYHO COBHAaloOT
C KIMHUYECKUMU TPU3HAKAMU OBEYHEr0 CKpPEeNu U MOTYT BKIIOYATh
Pa3apaKUTEIBHOCTD, TOTEPIO T0003HATENLHOCTH, HEOOBIYHYIO
HACTOPOXKEHHOCTb, OECIIOKOHCTBO, HapyIIEHHE 3PEHHs, THIEPECTE3HIO,
HapylIeHHEe KOOpPAWHALMH JBW)XEGHHH, HApYIIEHHs OCaHKH, TpPEMOp
1 CKPEXKET 3y0amM, CIIIOHOOTAEIECHHE WIN PErypruTalfio COAEPKHMOTO
py6ma [3].

I'ybuaras suuedanomatus kpymHoro poraroro ckora (BSE) mmm
«KOpOBbE OEIICHCTBO» - 3TO MpOTpeccHpyromas U HeM3MeHHO (aTaabHas
HelpozereHepanys y KpymHoro poraroro ckora. KiimHuveckue npusHaku
BSE wmoryT BKIIOYATh TPEeMOp, aHOMAJIHH TOXOAKH, OCOOCHHO 3aJTHHX
KOHEYHOCTEH (arakcwus), arpeccuBHOE TIOBEJICHHE, OTTaceHust
Y THIIEPPEaKTHBHOCTh Ha pasapaxurenu. Hakomnenue PrPSc u ryOuaras
BaKyoJlsiliMs ~ OOBIYHO  OOHApY)XMBAIOTCS B TOJOBHOM  Mosre. Ha
TePMUHAIBHBIX CTaausAx 3aborneBanus npuoHbl BSE Tarke Moryt OBITH
OOHapyX€Hbl B CHMHHOM MO3T€, CET4aTKe, IOAB3JOLIHOW KHIIKE,
HaJAMOYEeYHNKAX, MUHJAINHAX, KOCTHOM MO3re, nepudepuyeckux Hepsax,
TaHTTIMSAX 33JHUX KOPEIIKOB, TAHINIMAX TPOMHUYHOTO HEPBA M IPyIHBIX
raarmsix. Uadexknnorrocts BSE MoskeT HaOMODaThCs B TKaHAX MO3Ta YKe
yepe3 2 roja Mocie HWHOKYJSIHH. ODMHIEMHUOJOTMYECKHE HCCIEJOBAHMS
1 HCCIICIOBaHUSL Tiepeauydl He OOHApyXWIM HHMKAaKHX JI0Ka3aTelbCTB
Hannuus npuoHoB BSE B Monoke, criepme mimm 3MOpHOHAX, a TakXkKe Majio
WM COBCEM HET JI0Ka3aTeJIbCTB €ro ropH30HTANBHOHN mepexaun. OgHako
MOTOMCTBO HMH(HUIMPOBAHHBIX JKMBOTHBIX II0KA3aJl0 IMOBBIMIEHHBIH PUCK
pas3BuTHst Oosie3nn. MukyO6armonnsli nepuo BSE cocrasmser ot 2 1o 8 e,
1 OobIIMHCTBO ciiyyacB BSE ObL10 0OHAPYKEHO y MOJOYHOIO CKOTa OT 4
no 5 ner. BSE Ttakxke nepemaercst moasM B GpopMme BapuaHTa OOJIE3HU
Kpeitndensara-Axobda (vCID). Ilpaktnka HCHOIB30BAaHUS MSICOKOCTHOU
Myku (MBM), BO3MOXHO, 3apaXC€HHOW HH()EKINOHHBIMU ITaTOTC€HHBIMH
MIPUOHAMHM MJICKOITUTAIOMINX B KOPMax Uil KpPYNMHOTO pOraTtoro CKOTa,
CUNTAJIACh BEPOSTHOM npuunHOoi arnnemun BSE. 3anper Ha ucnonp3oBanne
MBM B KopMax [uisl )XBauyHbIX B KOHEYHOM HTOTE IIPUBEJI K TIOCTEHEHHOMY
cHmkenuto anuaemu. [poucxoxnenue BSE nenssectro [3-5].

IIpuonHble  OoOJIE3HM KHMBOTHBIX, KpoMme ckpemu u CWD,
KOHTPOJIUPOBAJIMCH ITyTEM UCKIIIOUEHHSI NCTOUYHHKA 3apa)KEHUs U3 pallMOHa
KHUBOTHBIX. OtHaKo ckpernu 1 CWD SBISIIOTCS CaMOTIO 1A P>KUBAIOIIIIMUCS
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SMMIEMUSIMH, ¥ 00pb0a ¢ HUMH TpedyeT pa3paboTKh TepareBTHYECKUX
CPEACTB, KOTOpbIE MOTYT OJOKHPOBAaTh KJIETOYHOE paclpOCTpaHEHHE
HMH(EKIIMOHHOCTH WM PacIpoCTpaHeHHe NPHOHOB. B [1akucTaHe 10 cux mop
HE 3apeTUCTPUPOBAHO HU OJHOTO Cilyuast 3a001eBaHus IproHaMu. [IpoBeneH
agamu3 PRNP kpymHoro poratoro ckora y 236 NHakHCTaHCKHX KOPOB,
TIPEACTABISAIONNX 7 Pa3INYHBIX TOPOA. Pe3ybpTaTel MOKa3bIBAIOT, UTO OOJICE
BBICOKass HaOIrojaeMasl 4acToTa ajulels BCTaBKM 12 1. H. MO3BOJISET
MIPEATOIOKHTh, YTO MAKUCTAHCKUH CKOT OTHOCHUTENILHO Oojiee YCTOMYMB K
knaccuueckoMy BSE, uem eBpomneiickuil KpynHbIi poratsiii ckor [6, 7].
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PRION DISEASES IN FARM ANIMALS
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The article discusses the clinical cases of prion diseases in farm
animals, and also provides data on their types, the mechanism of occurrence,
transmissibility and genetics of prion diseases.
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