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ITPUOHHBIE 3ABOJIEBAHUSA ’KUBOTHBIX U YEJIOBEKA
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Hayunslii pykoBoauTens: K.papM.H., noreHt Jlomb6oesa C.C.
OI'bOY BIIO «MpkyTckast rocyaapCTBEHHAs CENbCKOXO03IMCTBEHHAS aKaIEMUS»

Kniouegwie cnosa: ryoxooOpasHas sHLepaionaTus, IPHUOHbI

[TpuBoasATCS 0030pHBIE TaHHBIE O IMYTSAX MEepPeHOca BO30YyIUTENeH MPHOHHBIX
3a00JIeBaHN, MEXaHW3ME MATOT€HHOTO JACUCTBHS, METO/IaX AMATHOCTUKH, JICUCHUS U
MPOPHUIAKTUKU 3TUX O0JIEe3HEN.

Bo Bropoit monoBuHe XX Beka Bpaud CTOJKHYJIHCh C HEOOBIYHBIM
3a00JIeBaHMEM YEJIOBEKA - MOCTETICHHO MPOTPECCUPYIOIINM Pa3pyIICHHEM TOJIOBHOTO
MO3ra, MPOUCXOMAAIIUM B pe3yjbTaTe TMOEeNM HEPBHBIX KIETOK. JTO 3aboyieBaHME
MOJIYYIJIO Ha3BaHHWE TyOkooOpaszHoil sHIedanonatnu. [loxoxkue cuMnTOMBI OBLIH
M3BECTHBI JaBHO, HO HAOJIOJANNCh OHU HE y YEJIOBEKa, a y KUBOTHBIX (CKpemnu
OBell), U JOJIrO€ BpeMs MEXAy HMMHM HE HAaXOIWJU JOCTaTOYHONM OOOCHOBAaHHOMU
CBSI3H.

HoBpiii uHTEpEC K X U3y4eHHIO BO3HUK B 1996 r., korga B BenukoOpuranuu
nmosiIBUJIach HOBas (Qopma 3a0o0JeBaHUS, 3apeTHUCTPUPOBAHHAs Yy YelIOBEKa,
obo3HayaeMass Kak «HOBBIM BapuaHt Oone3nu Kpentndenpara-Akoba» -
porpeccupyoniee  AUCTpopuueckoe 3ad0jeBaHUE KOpbl  OOJIBIIOTO  MO3ra,
O0asaJbHBIX TAHIVIMEB M CIMHHOTO Mo3ra. BaxHbIM coObITHEM  SIBHUJIOCH
pacnpocTpaHeHHe «KOpOBbero OemeHcTBa» (ryOkooOpasHol sHIedaronatuu - 19,
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BSE-bovine spongiforme Enzephalopathie) koropoe chauwama B 1992-1993 rr., a
notoM U B 2001 r. OXBaTWUIO HECKOJIBKO E€BPOMEHUCKHX TOCYAapCTB, MPU ITOM
AKCTIOPT Msica oTTyaa He Obul npekpamél. C 2009rona B I'epmanuu BoisiBiieHo 312
CiydaeB 3Toro 3abojieBaHMs, MOCHeHUN 3apeructpupoBan 23 saBaps 2012 roxa B
okpyre Onep-llInpee. Bo3Oyautens I3 BBIsBIEH Takke y KPYITHOTO POTraToro cKoTta
B OpasuiabsckoMm mrate [Tapaka B 2012 roay [1,2].

[yt mepeHoca W MeXaHW3Mbl MPOHUKHOBEHHS BO30YIUTENECH - MPUOHOB B
OpraHu3M M NaToreHe3 3a00JIEBAHMS U3YYEHBI MMOKAa HelnocTaTouyHo. Cuuraercs, 4yTo
MPUOHHOE 3a00JeBaHHE MOXET ObITh MPUOOpPETEeHO 3 MyTSAMHU: B Clydyae MPsIMOTO
3apaK€HUsl, HACJIEACTBEHHO WJIU CIIOPAINYECKH (CIIOHTaHHO). B HEKOTOPBIX ciydasx
Ul pa3BUTHS Oose3HU TpeOyeTcs KoMOWHArus 3Tux ¢akTopoB. B OGoybmHCTBE
ClIy4aeB TIpPUOHHBIE 3a00JIEBaHUS BO3HUKAIOT CIIOHTAHHO M MEXaHU3M TaKOro
BO3HMKHOBEHHUSI TPUOHHBIX WH(EKIMH M0 KOHIIa He BBIICHEH. MyTaluu TeHOB,
KOJIUPYIOIUX TNpUOHHBIM  Oenok  (PrP), ommubku TpaHcnamuu, MpOIECCH
MPOTEOJIN3a - CYUTAIOTCSA TJABHBIMU KaHAWJATaMH HAa MEXaHW3M BO3HHKHOBEHUS
npuoHoB [3]. [IproHbI — 0coO0BIN Ki1acC MHPEKIIMOHHBIX areHTOB, TPEICTABICHHBIX
OelkaMHU C aHOMaJbHOW TPETHUYHOM CTPYKTYpOl M He cojaepiKallluX HyKJIEHMHOBBIX
KHUCJIOT, BBI3BIBAIOIIMX CMEpTENIbHbIE 3a00JIEBaHUA Yy JKUBOTHBIX M YEJIOBEKA.
W3BectHO, uto PrP (ot anri. prion-related protein mmm protease-resistant protein)
MOKET CYIIECTBOBAaTh B JBYX KOH(popmauusx - «3popoBoii» - PrPC, xoTtopyto oH
uMeeT B HopMasibHBIX KieTkax (C - ot anmmiickoro cellular - «kierounsii»), B
KOTOpOM mpeobnanaiT aibha-cnupani, U «mnaroyuorudeckoin» - PrPSc, codcTBeHHO
NpUOHHOM (Sc- OT scrapie), AJid KOTOpPOM XapakKTepHO Haluyue OO0JbIIOro
KonuuecTBa Oeta-Tskel. [Ipu momananuu B 370poByto KieTky PrPSc karamusupyer
nepexop kiaerounoro PrPC B mpuoHHyo koHpopmanuio. HakorniaeHue mpuOHHOTO
Oesika COMPOBOXKAAETCS €ro arperauueld, oOpa30BaHUEM BBICOKOYMOPSIAOYEHHBIX
¢bubpus (aMUIOUIOB), YTO MPUBOJUT K THOETH KJIETKU. BHICBOOOIMBININICS TPUOH,
MO-BUJIMMOMY, OKAa3bIBaeTCsl CIOCOOEH NPOHUKATh B COCEIHUE KIIETKH, TaKXKe
BbI3bIBas uX rubenb. Pa3pymieHune xapaktepusyeTcss 0Opa3oBaHHEM  «IbIp»
(moJyocTeil) B TKaHU, U TKaHb MMPUHUMAET I'y0OUYaTyI0 CTPYKTYPY U3-3a (HOPMHUPOBAHMUS
BakyoJjell B HelipoHax. Jlpyrue HaOnrogaemMpie TMPU  ITOM  THUCTOJIOTHUYECKHE
M3MEHEHUS - aCTPOIJIMO3 U OTCYTCTBHE BOCHAIUTENBHBIX  peakuuid.  XoTs
WHKYOAIMOHHBIA TMEepUoJa TPHUOHHBIX 3a00JIeBaHMM, KaK MPaBWIO, OYEHb JIOJIOT,
MOCJI€  TOSIBJICHUS CHMIITOMOB O0OJIE3Hb  IPOrPECCUpPYET  OBICTPO, MPUBOAS K
pa3pylIeHHUIO Mo3ra u CMEpPTH. [TposBastoIIUMUCS npu 3TOM
HEeHpoJereHepaTUBHBIMU CUMIITOMaMH MOTYT OBITh KOHBYJIbCHH,
JEMEHIIHSI, aTaKCHsl, TIOBEJICHUYCCKHE U JTUYHOCTHBIC M3MEeHEeHHs. [I[proHbI mopaxkaroT
MHOKECTBO Pa3JIMYHBIX BUJOB MIIEKOMUTAIOUIMNX, B TOM YHCIIE YesloBeKa, Oenok PrP
OYEHb CXO0X Y BCEX MJEKOMUTAIUX. BapuaHT dYeloBeYEeCKOro MPHUOHHOIO
3aboneBanust (O6onesnu Kpeiridenbara-skoda) BhI3BIBACTCS MPUOHOM, OOBIYHO
MOpaXkalollMM KOPOB M  BBI3BIBAIOIIMM TyOuaTyio »SHIE(aTONaTHIO KpPYIHOTO
pOraToro cKoTa, KOTOpbIi NepeaaéTcs yepes 3apaxEHHOE MACO.

B macTosimee BpeMs HM3BECTHBI JBE TPYNIbl 3a00JI€eBaHUM, BBI3BIBAEMBIX
npuoHamu: 1 - crnoHruopopmubele  (TyOkoooOpa3HbI€)  TPaHCMHUCCHUBHBIC
sHIepanonatun, Oonesnb  Kpeittudenpna-Axkoda, cunapom  ['epctmanHa-
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Mtpeyccnepa-llleiinkepa,  cemeitHass ~ cMepTenbHass ~ OecCOHHMIA, 2 -
CIIOHTHO(OPMHBIA MUO3UT C MTPUOHACCOLMUPOBAHHBIMU BKJItOUeHUsIMU, Kypy.

[IproHbl OYEHBb CTOMKHM K OOBIYHBIM MeTojaM nae3uHdekiu. Nonusupyroniee,
yIbTpaUOIETOBOEC WM MHUKPOBOJHOBOE H3IyYEeHHE Ha HHUX TNPAKTUYECKH HE
nercTByeT. Jle3uHdeKIMOoHHbIE CpeIcTBa, OOBIYHO UCIOJIb3yeMble B MEIUIIMHCKOM
NpaKTUKE, JACHCTBYIOT Ha HUX JIMIIb B OYEHb OrpaHuueHHON Mepe. Hanéxno ux
JUKBUAMPYIOT AC3UHDUIMPYIOUTUE PEAKTUBBI - CUIIbHBIE OKHCIUTEIH, pa3pylIatolie
aeiicTBytomue Ha Oenku. [IpUOHBI CTOMKM MPHOHOB K BBICOKMM TEMIIEpaTypam H
Jaxe Mpu apTokiIaBupoBanuu npu 134 °C B TeueHue 18 MUHYT MOJHOTO pa3pyIICHUS
IPUOHOB HE TMPOUCXOIUT, OHH «BBDKHUBAIOT» B (¢opMe, CIOCOOHOW BHI3BATH
3apaxxeHue. CTOMKOCTh K BBICOKMM TemIeparypam emni€é Oojiee BO3pacTaeT, €CiH
MIPUOHBI 3aCOXHYT Ha MOBEPXHOCTH METallla U CTEKJIa WA 00pa3lbl C HUMU ObLIH
MOJIBEPTHYTHI JCHCTBHIO (hopMaibaeruaa [4].

JluarHocTuka MpPHOHHBIX OOJIE3HEW OKOHYATEIbHO HE pa3paboTaHa.
XapakTepUCTUKHU IJIEKTPOIHIIe(DATOTpaMMbl  CXOJHBI C TaKOBBIMU TIPU JPYTUX
NaToJIOTUsIX rojoBHOro Mosra. MPT mo3BossieT Juiib BBIABUTH aTpo(uio Mo3ra,
BBIPAKEHHOCTh KOTOPOM yCYryOssieTcs 10 Mepe Nporpeccuu 3aboseBaHMUsL.
HccnenoBanue Ha Halnuuue Helipocnenuduueckoro oenka 14-3-3 B TMKBOpE, a TakKe
B nepudepuueckux suMmponurax wmerogqom HWDA wumm  BecTepH-OJOTTHHIA
JEMOHCTPUPYET  XOPOIIYI0  YYBCTBUTEIBHOCTb M  CHEHU(PUUYHOCTH  IpHU
criopaandeckux ciydasx oone3nu Kpelrtudennbaa-Akoda kak Ha paHHUX, TaK U Ha
MO3JIHUX CTaAUSX 3a00JI€BaHUs, HO TIPU CeMEHHBbIX dopMax U ATPOTCHHOU 00Jie3HU
Kpelitudenpaa-Axoda 3toT Meroa meHee uHpopmaTuBeH. [IpoBOAST reHETHUECKUI
ananu3 npuoHHoro reHa (IIIIP). Ilpu wuccrnenoBaHuu ayTONCHWHOrO MaTepuasa
BBISIBIIIIOT (JOPMBI  BaKyOJIM3AallMM HEPBHOM TKaHW, TMPHU3HAKK LepeOpalibHOTO
aMUJION]103a, 00pa30BaHUE XAPAKTEPHBIX AMUJIOUIHBIX OJISIIIEK, aCTPOLUTO3 (TJI103),
OTCYTCTBHE UH(UIBTPATOB BOCTIAJICHUIA.

CyiiecTByloT OMOJOrMYECKHE METO/bl JIMAarHOCTUKH, TJI€ HCIHOJB3YIOTCS
TPAaHCTE€HHBIE MBIIIH, HECYIIIME I'€H, KOAUPYIOLINUK HOpMasbHbIl PrP uenosexka.

[TprionHble 3a00J€BaHUsI B HACTOSIIEE BPEMsI CUMTAIOTCA HEU3JICUUMBIMU
U UMEIOT HEOJIAaronpusATHBIM TPOTHO3[5]. YueHbIMM BCeX CTpaH MHUpa BEIyTCS
aKTUBHBIC PAOOTHI MO TOUCKY JIEKAPCTB, CIOCOOHBIX 0OO0E3BPEKMBATh NMPUOHBEL. B
HACTOAIIEE BpeMsl JJis JICYCHUs TNPUOHHBIX 3a00J]€BaHUI NpPUMEHEHHE HaXOMAT
cleAyIue mnpenaparbl: Opedennun A, TPEnsTCTBYIONIUNA CHUHTE3Y MaTOTEHHBIX
MPUOHOB B KYyJbTypax KIETOK; OJOKAaTOphl KaJbLIUEBBIX KAHAJIOB, B YAaCTHOCTH
NMDA-peuentopoB, crnocoOcTByromue 0osiee  UIMTEIbHOMY  BBDKHUBAHHIO
MHQUIMPOBAHHBIX  KYJbTYp HEPBHOM TKaHW; pa3BETBICHHBIE MOJHUAMHUHBI,
3¢ (PEeKTUBHO B3aMMOJEHCTBYIOIIME C MPUOHAMHU U MPEJOTBPAIIAIONIME HUX
pacnpoctpaHenue. OnpeeneHHble HaAEK/Ibl B 3TOM IJIaHE BO3J1aratoTcsi Ha MOHbI
MEH, UTPAOIMEe HEMAIOBAXHYIO POJIb B (DYHKIMOHUPOBAHUM CUCTEMbI IPHOHOB B
opranu3me. CerofHs C YBEPEHHOCTbIO MOXKHO TOBOPUTH 00 HCIIOJIb30BAHUU
JerpasupyIolero BO3JACHCTBHUS KepaTWHA3bl, BblAeleHHOW u3 Oakrepun Bacillus
licheniformis, na mpuons! ms 06e33apakMBaHUs MEIUIIMHCKOTO M J1a00paTOPHOTO
o0opynoBaHus, a TaKXke MOIU(DUIMPOBAHHOTO (epMeHTa MpOoTeasbl, KOTOPBIN
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CTaHOBUTCS AKTUBHBIM B YCIOBUSAX MOBBIIEHHOW WIEJOYHOCTH H Ppa3pylIaeT
IPUOHHBIE OEJIKH 3a OJIUH Yac.

CornacHo npuHsATEIM B P® B 1983 rony BeTepuHapHO-CAaHUTAPHBIM TPaBUIIAM
OCMOTpa YOOMHBIX >KMBOTHBIX U BETE€PUHAPHO-CAHUTAPHOM IKCIEPTU3BI Msica U
MSICHBIX ITPOJYKTOB IIPOBOJIUTCSI BETCAHAKCIIEPTU3A TYII U BHYTPEHHUX OPTaHOB MPH
MH(PEKINOHHBIX 0O0JIC3HSAX, B YaCTHOCTH IPH ryOkooOpa3Hoit suiedanonatiu [6]. B
ciiyyae OOHapyXeHHUsl JaHHOro 3a0oJieBaHHMsl Tylla €O IIKYpOM U JIpyrUMHU
MpoayKTaMu y0Os TomieKaT YHUYTOKEHUIO (CKUTaHweMm). Tymmn yOWTBHIX
KUBOTHBIX, HAXOJIUBIINXCS B KOHTAKTE C OOJIbHBIMU HANPaBJISIOT HA MPOBAPKY WIH
BBIPAaOOTKY KOHCEpBOB. ['0JI0Ba, BHYTPEHHHE OpPTaHbI, CIMHHOW MO3T W JPYyTHC
MPOAYKTHI YOOS TO/JIEKAT YHUUTOKEHUIO.

B nensix npodgunakTuku TpuOHHBIX 3a0o0seBannii BO3 pekoMeHyeT Tpu TUna
00pabOTKM  HEOJHOPA30BOIO0  MEIUIIMHCKOTO  HHCTpyMEHTapus:  (u3nyeckas
oOpaboTtka: aBrokiaBupoBanue npu 134-138 °C B teuenue 18 MuH; XUMHUUYECKas
oOpabotka: 3amauuBanue B 1 H pactBope NaOH B Teuenue 1 u mpu 20 °C,
3amauyuBaHue B 2,5-12,5% pactBope xiyopHOU m3BecTd B TeueHue 1 4 mpu 20 °C.
[lepconanny nmabGoparopuii CTpoOXKaiilie BMEHSIETCS B OOS3aHHOCTH CXKHUTaTh JHOOOM
OJIHOPA30BbIM HHCTPYMEHTAPUM HAPSATY ¢ 00pa3iaMu UCCIIeNyEMOTO MaTepuaa.

B umensix mnpenoTBpailieHus pacmpocTpaHeHusi 3aboseBaHus 3a0oseBaHUMN
BBOJIAT OTPAaHUYEHMs] Ha UMIIOPT MsAca M3 HEOJAromojgy4yHbIX IO MPUOHHBIM
3a00JIeBaHUSIM PETHOHOB. AKTYaJIbHBIMM 3a/la4aMyu Ha CETOAHSIITHUN JI€Hb OCTAIOTCS
YCOBEPIIEHCTBOBAHUS METOJOB JUArHOCTUKH TPUOHHBIX OOJe3Hel U pa3paboTka
METOJIOB JICUEHUS ITUX 3a00JIEBaHUI.
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