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Pe3tome. B pabome npedcmas/ieHbl co8peMeHHble daHHble
0 8036ydumesie npuOHHbIX 3a60.1€8aHUL 4esi08eKa U
JHCUBOMHDBIX, NYCKOBLIX MEXAHUZMAX NAMO/02UYECKO-
20 npoyecca, 8onpocax anudemuoa02ul, KAUHUYECKUX
nposie/eHUsIX NPUOHHbLIX 60.1e3Hell, duazHOoCmuKe, noo-
X00ax K sie4eHuto u npodusakmuxke.

Kawueevie cao8a: NpUoOHbl, NPUOHHbIE 3a601e8aHUSl, Me-
XAHU3M 8603HUKHOBEHUA

[IproHHbIe 60JIE3HM — OCOGBIA KJacCc cMep-
TeJbHBIX HeHpoJereHepaTUBHBIX 3a00/IeBaHUH
yesI0BeKa M KUBOTHBIX, BO36yAHTE/IEM KOTOPBIX
SIBJIAETCS IPUOH — OE3HYKJIEMHOBBI HU3KOMO-
JIEKyJSIpHbINA 6eJI0OK, YCTOMYMBBIA K UHAKTUBU-
pyoumuM Bo3zAelcTBUAM. CoBpeMeHHble JJaHHbIE
CBUJIETEJIbCTBYIOT O TOM, YTO 3Ta MATOJIOTUA
IPUHLMNNAIBHO OT/INYAEeTC MeXaHHW3MOM CBoe-
ro BOSHUKHOBEHHUS U paclipoCTpaHeHUs abCoIoT-
HO OT BCEX U3BECTHbIX MHPEKIIMOHHBIX 60JIe3HEN.
[Ipoueccel, BoI3biBaeMble IPUOHAMH, MOTYT IMPO-
SIBJIITbCSl HE TOJIbKO B UHQEKLHOHHBIX 3a60Jie-
BaHMSX, HO U B HacJe[[CTBEHHBIX, UYero paHee He
HaO6JII0a/IM B NATOJIOTUH YeJI0BeKa U }KUBOTHBIX.

AKTya/IbHOCTBb po6GsieMbl. TeMa akTyasibHa
Y CBSI3aHa €O BCObllKoM B 1986 roay cnoHruo-
dopmMHOM 3HIIedasonaTUN KOPOB B Besnko6pu-
TaHUM, YTO MPHUBeJO K rubesu 1 muH 200 ThiCAY
roJIOB pOraToro CKOTa, a TakXe C BbIIBJIeHHUEM
B eBpPONENCKUX CTpaHax MOJIOABIX JIOJeH, cTpa-
JaI0IIUX «HOBBIM BapUaHTOM» 6oJie3HU Kpeii-
tidenbaa-Akoba. TeopeTHueckuid HUHTepec K
npobsieMe 06yC/lOBJIeH pe3y/JbTaTaMU MOJIEKY-
JIIPHO-O6M0JIOTUYEeCKUX UCCJIeJOBAHUN NIPUOHOB,
[03BOJIMBIIMX COOpaTb U CUCTEMAaTU3UPOBATH
OTPOMHBIN MaTepuaa 0 CTPYKType, GYHKLUU U
HaKOIJIEHUHM B 3apaKeHHOM OpraHu3Me 3THX HO-
BbIX HEOOBIYHBIX BO30YAUTEIEM.

OTKpbITHME NMPHUOHOB a0 HadyaJ0 HOBOM 3pe
pa3BUTHS GUOJIOTUH U MEAULIMHBI, TOCKOJIBKY OBbLI
BbISIBJIEH NPUHLMIIHAJIBHO HOBBIN TN UHpEKIH-
OHHBIX 3a060/1eBaHUM U OblJa CJIOMaHa J0rMa Mo-
JIEKYyJIIPHOHW GMOJIOTHH — O HEBO3MOXKHOCTH Tle-
penayu 6eJ1KOM HacJeJCTBEHHOU nHpopMaIvH.

3arajjka Hac/eJ[CTBEHHOCTH BOJIHOBaJa JIO-
Jlell Bo Bce BpeMeHa. Kak >K1UBble OpraHu3Mbl
nepejaloT NOTOMCTBY CBOM NpH3Haku? JIMIb B
1944 rogy O. T. 3Bepy, K. Makneogy u M. Mak-
KapTH y[aJoCh BBISICHUTB, YTO HacJeACTBEHHas
nHbopmanus xpaHutcsa B MmoJiekysax /JIHK. B no-

clefyolle Ba JeCATUNETUA yieHble paciind-
poOBa/iM MexaHU3M Mepejayd Hacjae[CTBEHHOHN
nHdopmanuu. Okaszasoch, 4yTo MoJsiekyna JIHK
MOXeT TOYHO KONMpOBaTbCA (yABaUBaTbCS) U
3TH KONUU TepesarnTcsl IOTOMCTBY. A HA OCHOBE
nHpopmauuy, 3anucanioit B JHK, cuatesupyror-
cs1 Bce OEJIKH, KOTOPbIE U ONPEeesI0T MPU3HAKU
»KMBOI'0 OpraHrusMa — ero ¢peHotun. Tak BO3HHUK-
Jla LeHTpa/JibHasd JjoTMa MOJIEKY/ISIpHOW 6uoJIo-
TMU: Hac/leJCTBeHHasd UHPopManua XpaHUTCA B
JHK u nepenaetcs ot /IHK uepes PHK k 6eskam.
B nocneaytoieM, vccae0BaHAS OHKOBUPYCOB U
BUPYCOB UMMyHOZedUIIMTA YesoBeKa MOKasaJly,
YTO Hac/leJCTBeHHass MHPOpMaLUA MOXeT Iepe-
naBatbca U oT PHK k JIHK c moMoiibio cnenyasnb-
Horo ¢epMeHTa — OOpPATHON TPAHCKPUIITA3HI.
OTKpBITHE e MaTOJOTHYeCKOro Gesika TpebyerT,
[0 MeHbllell Mepe, BHECEHUS B 3Ty JAOrMy ce-
PbE3HBIX KOPPEKTUB U NPU3HAHUS GEJIKOBOM Ha-
C1eCTBEHHOCTH.

Hctopusa. llepBble ymoMHHaHUA O TOM, YTO
cellyac Mbl Ha3blBaeM NMPHUOHHOMN MAaTOJIOTHUEH,
BocxogaT K XVIII Beky M KacarTCd BCHBILIKHA
60J1e3HU cpeiu oBell Bo OpaHIMK, HU3BECTHOMU
cerofiHsl Kak ckpenu (scrapie — 4decoTka oBel).
PaHbie HasbiBaau — TpAcylasica 60je3Hb, 3y-
JAauas 6os1e3Hb. OCHOBHBIE CUMIITOMBI 3a60J1€Ba-
HUA: CUJIbHBIN 3y, })KUBOTHbBIE Xy/I€I0T, KOXa JIbl-
ceeT, TpecKaeTcs, 3arHUBaeT, HAaCTyNnaeT CMepTh.

OpHako npo6/ieMa NPUOHHBIX 6oJie3HeN A
MeJULMHCKON HayKd poJMJach B paMKax ydye-
HUS 0 MeJJIeHHbIX UHPeKuusax. B 1954 r. BeépH
Curypacon — npodeccop PelKbIBUKCKOr0O HH-
CTUTyTa 3KCllepUMeHTa/sbHOW mnartoJsioruun (Mc-
JIaHJWS) HU3JI0KHJ pe3yabTaTbhl CBOMX MHOTIO-
JIETHUX HCCJIeJOBAHUN MacCOBbIX 3a60JieBaHUHN
cpeau oBer (Ha mpuMepe CKpenud) U BblAean 4
IJIaBHBIX NpHU3HAaKa MeJJIeHHbIX UHpeKuun: 1)
JUINTeJIbHbI UHKYOalMOHHBIA Nepuof; 2) Me[-
JIeHHOe IIporpeccupoBaHue; 3) HEOObIYHOCTB I10-
pakeHHsl OpTraHOB U TKaHel; 4) HeHU30eXHOCTb
CMepTeJIbHOT0 UCX0/a.

B 1957 roxy aMepuKaHCKUM BUpycoJiOT
lalfiycek 0OHapy:KuJ U OmNHcaa HOBoe 3aboJie-
BaHUe cpeau xutesel [lanya-HoBo# 'BUHeH, KO-
TOpOE Cero/iHsi U3BECTHO 0/, HA3BAaHUEM KKYpPY».
Bosie3Hb HOCKJIA MacCOBBIM XapaKTep U CBsi3aHa
6bl1a ¢ ynoTpebJeHueM cbiporo mMo3ara. [lo puty-
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aJly MO3T yMepulero cbejiajiv ero poJCTBEHHUKH.
laiiryceky noTpe6oBasoch 0koJio 20 jieT Ha 60Pb-
0y ¢ kaHu6anu3MoM. Harpajoil yueHoMy cTaja
HoGesneBckas npemus, a xutesnu [lanya-HoBoi
['BHHeHW nepecTaiy MaccoBo 60J1eTb Kypy.

B 1959 rofy 6b1y10 BbISIBJIEHO KJIUHHUKO-MOP-
dosiorudeckoe CXOACTBO Kypy M CKpemu U T.O.
JIOKa3aHO Ha/JM4yue MeJJIEHHbIX HUHOEeKUUH y
yeJioBeKa. MUKpOCKONIMYecKoe M3ydYeHHe MOo3ra
00JIbHBIX NalyacoB MNOKa3aJo HW3MeHeHHs, TH-
nu4Hble AJiA ry6yatoi sHuedanonatuu. B EB-
porne ry64aTas sHiedasonaTus 6blja U3BeCTHA
Kak 6os1e3Hb KpeliTidenbaa-Akoba. bose3nb aTa
BCcTpeuyaeTcsa y 1 HAa MUJLIMOH xkuTeseit 3emnu. K
3TOMH Ke rpyIne 60e3HEN OTHOCATCA elle 6ojee
pellko BCTpeyawIUicad cuHApoM [epTcMaHa U
HeJlaBHO OTKpbITasi cMepTesibHasA HacJeACTBeH-
Hasg GeccoHHMULA. BbickaszaHO mNpejIoJIOXKeHUE,
YTO CIO/IA e cJielyeT OTHeCTH 60s1e3Hb [lapkuH-
COHa, GoJsie3Hb AsbLireliMepa W J060e cTapye-
CKoe c/1aboyMHue.

XapakTtepuctuka Bo36Gyautenas. HWHoek-
[[MOHHAsl MPUPOJA OMHCAHHBIX GoJie3Hel 6blia
IpyM3HaHAa BceMU. HUKTO He coMHeBascd, 4YTO
BO30yUTe/b — 3TO KaKoe-TO MHUKPOCKONHYe-
CKoe cyulecTBo. MUKpOOHYI0 NMpUpPOAY 60JIe3HU
JIOBOJIbHO OBICTPO HCKJIHOUYMJIHU. Jlosroe BpeMs
npejoJiarajy, 4yTo BO30YAUTENAMH ABJAIOTCA
BUPYCBI U AyMaJiH, YTO JPYTOro ObITb HE MOXKET.
[losTomy mnpeanosioxeHuss npodeccopa Kanu-
¢dopuuiickoro yHuBepcuteta (CIIA) Crennm
[Ipy3uHepa 0 TOM, YTO BO36YAUTENSIMU Iy6YaThIX
3HIedasonaTUd MOTryT ObITh 6eJKU (MPUOHBI)
BCTPeTU/IM cKenTUdeckd. Ho yueHbIH okasascs
npas. [lorpe6oBasock 10 seT paboThI, CTAA0 KHU-
BOTHBIX, UTOObI I0Ka3aTh HHPEKIUOHHOCTD MPU-
OHOB 1 BO3MOXXHO€e 06pa30BaHHe UX B OpraHU3Me
YyeJioBeKa. 3a OTKPbITHEe NPUOHOB [Ipy3uHep GbLI
yaoctoeH B 1997 rony HoGesieBCKOM IpeMUH.

BriepBble NMpHOHHBIM 6eJIOK OblJ1 BblJieJIeH B
jgabopaTtopuu Ilpysunepa B 1982 roay 6saroja-
pA pa3paboTaHHOW MeTOoJHKe MHOIOCTYyIeHYa-
TOU OYMCTKU NOPaKeHHOH 4acTy Mo3ra. AHa/u3
OYMILEHHBbIX NpenapaToB MOKa3aj, 4T0O MHPeK-
[JMOHHBIM areHTOM sIBJseTC 6eJIOK C MOJIEKY-
JisipHO# Maccol okoJio 50 k/a unu meHee. OTcyT-
crtBue [JHK unu PHK B cocTtaBe nHdpeKIOHHOTO
areHTa NOJATBEPAUJIOCh €ro YCTOWYHUBOCTBIO K
BO3/JieMcTBUI0 GAaKTOPOB UHAKTUBUPYIOIUX HY-
KJIEMHOBbIe KUCAOTHL. JanbHel1as o4ucTKa Mo-
3BOJIMJIA BbIIEJUTD OEJI0OK C MOJIEKYJIIPHOM Mac-
cort 27-30 k/la, 0603HaYeHHbIA Kak PrP 27-30 u
NpeACTaBJASIOIMNNA COG0H CHAJIOIIMKONPOTENH.
Bo3b6yauTesp, 3aHUMalOLIUMH NPOMEXYTOYHOE
N0JIO’KEHU e MEXY )KUBOU M HEXKMBOUW MaTepuel,
oka3sasica B 100 pa3 MeHbllle caMOro MeJibyanlie-
ro Bupyca. [lo cTeneHu cJ0XHOCTH CBOEro CTpoe-
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HUS IPUOHBI OTHOCATCS K HauboJ1ee MPOCThIM U3
HM3BECTHbIX UHPEKIIMOHHBIM areHTaM.

BakHbIM 3TanoM B U3y4YEeHUU MPUOHOB SIBU-
JIOCh TOJIyYeHHe aHTHUTeJ IPU HCIO0JIb30BaHUU
B KayeCcTBe aHTUT€HOB BbICOKOOYUIIEHHbIX PrP
27-30. llonyyeHHble aHTUTEJIA HE pearupoBaiv
c 6esKaMu, BblJIeJIEHHBIMH U3 TOJIOBHOTO MO3-
ra He 3apaXeHHbIX »XMBOTHbIX. Ha ocHoBaHuU
aMUHOKHUCJIOTHON TMocJaef0oBaTeJbHOCTU PrP B
1985 1. B s1abopatopuun U. BaiiccMaHa ObLI BbI-
JleJleH Y UCC/le[0BaH TeH, MOoJy4YHUBLIMN Ha3Ba-
Hue PRNP. Haub6osbimas akcnpeccuss PRNP 6b11a
3aperucTpyupoBaHa B HeillpoHax. OKa3aioch, YTO
3ToT reH cojiepxkutcd B JJHK kak uHouiupoBas-
HbIX, TaK WU 3/J0POBbIX }XUBOTHbIX. ITO F'OBOPUT
0 TOM, YTO Takod 6eJI0OK HeOOXOAUM JJisl HOP-
MaJIbHOTO (YHKIMOHUPOBAaHUsS opraHusMa. U
JleICTBUTEJIbHO, OH UI'paeT pPoJib B BbKHBAHUU
kJeToK [lypkuHbe, B peryasauuu cHa. Hapymenue
HOpMbI — GeccoHHULA. TakuM 06pa3oM, crnoco6-
HOCTb NPUOHHBIX OEJIKOB BbI3bIBATH TSKEJIbIE
HelpoJiereHepaTHBHbIE 3a00JI€BAHUS, SIBJISIETCS
YaCTHBIM MPOSIBJIEHUEM UX QYHKIIMOHUPOBAHMUSL.

B ocHOBe MaTOreHHOCTH NMPUOHOB JIEXKUT U3-
MeHeHHe BTOPHUYHON U TPETUYHOU CTPYKTYpBHI,
COMpOBOX/alollleecsi KOPEHHBbIM UW3MeHeHUeM
GYHKIIMOHUPOBAHUS 3TUX OEJIKOB.

[Ipy3uHep oGHapy:KuJ, YTO NPUOHHBIE OeJi-
KU CIIOCOOHBI CYIIECTBOBAThb B JIBYX Pa3/IMYHbBIX
dopmMmax. PrP¢ — «mpaBUJIbHBIA» WU «KJIETOY-
HbI TNPUOHHBINA 6esl0Kk» (abO6peBHUATypa OT aH-
ryinkckoro Prion Protein Cell), mpucyTcTByommi
y BCeX MJIEKOMUTAIOUIMX, B TOM YHCJIE U YeJioBe-
ka. PrPS¢— «HenpaBW/IbHBIN» GEJIOK-TIPUOH, BbI-
3bIBatoIMi nHQeKIUIo (S — scrapie).

AGCOJIIOTHO OJAMHAKOBbIE N0 COCTaBY, 3THU
ZBe GOpPMbI CUJIbHO pa3/iM4yaloTcs M0 CBOel mpo-
CTPaHCTBEHHOU cTpyKTYype. TyT TpebyeTcs 6osiee
noAipo6Hoe 06bsicHeHUe. MoJieKyJibl 6eJiKa npej-
CTaBJIAIOT CO60M JIJIMHHBbIE I[EMOYKU U3 aMHHO-
KUCJIOTHBIX OCTaTKOB, ONpeJieJleHHbIM 06pa3oM
pacroJiokeHHble B mpocTpaHcTBe. OxapakTepu-
30BaTh 6eJIOK — 3HAYUT ONHUCATh ero NEPBUYHYIO,
BTOPUYHYIO, TDETUYHYIO K UHOTZAA YETBEPTUYHYIO
cTpykTypy. [lepBuyHas cTpykTypa 6esika — 3TO
COOCTBEHHO aMHHOKHCJIOTHAs T0OC/Ie0BaTe b-
HOCTb, BTOPUYHAs — CMOCO6 PaCloJIOKEHUS 3TOU
[EMOYKH aMUHOKHUCJIOT B NPOCTPAHCTBe (Yalle
BCETro CIHUpaJb), TPETUUHAs — TpexMepHasi KOH-
durypanusa 3ToM cnupaju B NPOCTPAHCTBE, a
yeTBEPTHUYHAasi — pe3y/JbTaT B3aUMO/I€HCTBUSA
MeX/Jy pa3sHbIMU MOJIEKY/JIAMH, KaK HallpUMeD Y
GeJika reMorJioOMHa.

Kaxabili 6eslok B OpraHu3Me HMeeT CBOIO
MOCTOSIHHYI0 U HEU3MEHHYIO CTPYKTYpy. ITO —
ONO3HaBaTeJsIbHble 3HAKW, NMapoJib [JJs1 UMMYH-
HOU cucteMbl. JIFDO6ON HE3HAKOMBIA OPraHU3MY

Tom 23, Ne 3, 2019 © JonHHMY um. M. [opbkozo

BecmHuk a2uzueHbl U 3nudemuoio2uu

267



HAYYREL 0380w

6eJIOK MOJJIEXXUT YHUUTOKEHUI0. [I[pUoHbI Ipe-
CTaBJISIIOT CO60U 6eJIKOBYIO CTPYKTYPY HE B BUJle
cnvpasy, a B GopMe HUTEN Uad Tskel. Eciu Ge-
JIOK HaxoAUTCs B 0O6bIYHOU popMe, OH XOpOIIO
pacTBOpsieTCsl B GUOJIOTHYECKUX KUJKOCTAX U
Coco6€eH BBIMOJIHSATL CBOWCTBEHHYI0 eMy (QYyHK-
[[MIO: yYaCTBYeT B [lepeiaue HEPBHbIX UMITYJIbCOB
B CHHANTHYeCKUX 06pa30BaHUSAX, UTPask onpeje-
JIFIOLLYIO POJIb B PETY/ALMU CYyTOYHBIX LIMKJ/IOB aK-
THUBHOCTHU U MOKOfl B KJE€TKaX, OpraHax U TKaHfX.
OkaszaBLIMCh B JIpyroM, aHOMaJbHOU popMe, OH
00pasyeT HepacTBOPHUMbIe arperaThl U BbICTYIIAET
KaK 4y>XepoJiHoe U BPEeJOHOCHOE [Jisi OpraHu3sma
TeJsio. Ho 3To ellje He BCE. BbL/I0 OTKPBITO SIBJIEHUE,
C KOTOpPbIM GMOJIOTY HUKOT/IAa paHbllle He BCTpeya-
Juchk. besok, HaxoAUKCs B aHOMasibHOU dopMe,
CTAJIKUBAsICb CO CBOUM COpPOJHYEM, UMEHIIUM
00bIYHYI0 GOpPMY, IEPEBOJAUT €ro B TY K€ aHO-
MaJibHY10 GopMmy. Tak, BBIICHUJIOCH, YTO GEJIKH, OT-
KpbIThble [Ipy3MHepoM, OKa3bIBalOTCs BO3OyLUTeE-
JIIMU 60JIe3HeN: NoNaAasi B 3/J0pPOBbIA OPraHU3M,
aHOMaJIbHBIN 6eJIOK «3apakaeT» OesIKH, Hax0AUB-
IIMecs 0 3TOro B 0ObIYHON popMe, B pe3ysibTaTe
HaKalJIMBAalOTCA arperaTbl, KOTOpble pa3pyllaiT
KJeTKU Mo3ra. [laTosornyeckuid nporecc Bo3Mo-
»KeH TOJIbKO TaM, I/le B JOCTaTOYHOM KOJINYeCTBe
NPUCYTCTBYeT HOpMaJjibHasi ¢opMa NPHOHOBOTO
6esika. Ocobu, suneHHble PRNP, He 3apakatoTcs
NPHOHAMU U, BEPOSITHO, BOOOIIe He MOJBEPKEHBI
3TUM 3260JIeBaHUSM.

OcHoBHbIE 6GHOJIOTUYECKHE CBOMCTBA MaTO-
TeHHBbIX MOJIEKYJI: HICTOYHUKOM U T'e€HEpPaTOpOM
«MHOQEKIIMOHHOTO0 areHTa» CJHYXHUT TeHeThye-
CKMH annapar yesI0BeKa WK XKUBOTHBIX; KOHOD-
MHpPOBaHHbIE MATOreHHbIE MOJIEKYJ/IbI CIOCOGHDI
K caMOpeIlIMKauuu 6e3 y4yacTusi HYKJIEMHOBBIX
KHUCJI0T; KOHGOopManus 6eJKOBbIX MOJIEKYJI MTPO-
HUCXOJUT B pe3ysibTaTe MeHHbIX MyTalUH CHOH-
TaHHO WJIM NOJ BJAMSIHUEM PAJLA IKOJOTUYECKUX
$aKTOPOB, UTO COMMKAET 3TY NATOJIOTHIO C TeHe-
TUYEeCKUMHU 60JIE3HAMHU; B OTJIMUME OT TeHeTUYe-
CKUX 00Jie3Held KOHPOPMHUPOBAHHbIE MOJIEKYJIbI
CIIOCOOHBI K MHBA3WU He TOJIbKO B ayTEHTHUYHbIE
Y reTeporeHHble KJEeTKU X035UHa, HO U B KJIET-
KU NpeACTaBUTeJel JApyroro 6GHOJIOTUYECKOTO
BU/Ia; CaMOpeIJIMKalus MOJIEKyJl aBTOHOMHa U
NpPOJI0/KAETCs 10 MOJIHOTO YHUYTOXKEHUS KJie-
TOK W OpPraHOB-MUIIEHEN, UTO COJMXKAET ITY
[aTOJIOHIO C ONMYX0JIEBBIMHU IpPOLeCCaMU; UHBa-
31Usl MIPUOHOB B UMMYHOKOMIIETEHTHbIE KJIETKU
CONPOBOXK/JAeTCsA CYyOKJIMHUYECKHM pa3BUTHEM
BTOPUYHOTO HMMMYHOJIeUIUTA; NpaKTHIeCcKast
ayTEeHTUYHOCTb AHTUTEHHBIX CBOMCTB MNaTOJIO-
TMYECKUX U HOPMaJIbHBbIX MPHUOHOB CIOCOOCTBY-
eT MX NPOHUKHOBEHWIO U PaCHpOCTPAaHEHUIO B
TKaHfX OpraHu3Ma 6e3 aJleKBaTHOH [Jisl aHTH-
TeHHOW CTUMYJISILUY PeaK U U pa3BUTHUS TaKUX

00111e610JIOTUYECKUX MPOLIECCOB, KaK HEKPO3 U
BOCMaJieHHe; KOHQOpPMHUPOBAHHbIE OGEJKOBbIE
MOJIeKYJIbl 06J1a1al0T BceMU PU3UYECKHUMHU, XU-
MHUYECKHMH U aHTUT'€HHBIMH CBOMCTBAMH UCXO[-
HOHM KJIETOYHOUM M30$OpMbl HOPMaJIbHBIX NPHO-
HOB, YTO 3aTPYAHSET UX paHHee MPMKU3HEHHOE
pacro3HaBaHUe COBPEMEHHBIMHU JabOpPaTOPHBI-
MU MeTOJaMHU.

YcTOMYMBOCTE K BHEIUHUM BO3JeiCTBUAM.
OHM yCTOWMYMBBI K BBICOKMM TeMIlepaTypaM.
Jlaxke npu aBTOK/JIaBUpoBaHUu npu 134°C B Teve-
Hue 18-20 MUHYT HEBO3MOHO JOCTUYb [10OJIHO-
ro paspyleHust IpUoHOB. CTOMKOCTb K BBICOKUM
TeMIlepaTypaM ellle 60Jiee BO3pacTaeT, eC/IU IpHU-
OHBbI 3aCbIXalOT Ha MOBEPXHOCTH MeTaJljla WU
CTeKJIa. YCTOUYMBBI K BBICYUIMBAHUIO 0 2 JIET,
3aMOpaKUBaHUIO, XUMHUYECKON 06paboTKe Criup-
TaM{, KUCJA0TaM{, QopMalbJeru/iom,
Y®-06sydyeHn0, raMMa-u3ayyeHuIo, TUAPOIU3Y
dbepmenTamu. Haunbosiee sdpdeKTHUBHBIMU BO3-
JleHICTBUS OKa3bIBAIOTCA B [j03aX, KOTOpbIe je-
HaTypUPYIOT Bce Gesku. MHaue roBops, U3 BCero
»KMBOI'0 IPUOH NTOTU6AET NOCAeHUM.

Bonpocs!l 3nuAeMHU0/I0rMU. BaXXHbIM ABJIA-
eTcA BONPOC O MYCKOBOM MexaHH3Me NaTOJIOTHU-
yeckoro npotecca. O4eBUIHO, YTO A1 pa3BUTHUSA
3ab0/1eBaHUA B )KMBOM OpraHHU3Me J0JDKHA NO0f-
BUTbCA B [OCTAaTOYHOM KOJINYeCTBe NaTOJIOTH-
yeckas GopMa pUoOHHOro 6eska. OTKyZa ke OH
6epetcsa? Kak nonasaeT B opraHusm?

B pesysnbrate myTtanuu rena PRNP (anporeH-
Has nmaToJioruyeckas gpopma).

B pesysnbTraTe NpOHUKHOBEHUS UHGQEKIMOH-
HbIX YaCTHL, M3BHe (3K30reHHash MaToJioruye-
ckas ¢popmMa).

UctoyHuk MHOEKUHHM — OGOJIbHOW 4eJsIOBEK,
60JIbHOE )KUBOTHOE (OBI|bI, KOPOBHI).

CuuTaeTrcsd, 4YTO NPUOHHBbIE GOJIE3HU MOTYT
nepefaBaThbcs 1) alMMeHTapHBIM yTeM, TaK Kak
IIPMOHBI He pa3pylanTca ¢pepMeHTaMHU NHUleBa-
PUTEJIbHOTO TPaKTa; 2) apeHTepaJbHO.

[Ipy cxkapMiuBaHUU 00e3bsiHAM KyCOYKOB
3apa)KeHHOM MO3roBOM TKaHW Y HUX pasBUJIACh
nprvoHHasa uHdekuusa. Kpome Toro, aTum nyrtem
nepejaeTcs Kypy, O UeM CBUJeETeJbCTBYeT Ipe-
KpallleHHe snujeMud B mieMeHu Pope nocie
3ampeTa pUTyaJbHOTO KaHubanusMa. B HacTos-
llee BpeMsl aJIMMeHTapHbIN NyTh Nepejayyd uMe-
eT 0c060e 3HaueHHE B CBSI3U C BOSHUKHOBEHUEM
rybkoo6pa3Hoi 3HuedaI0NaTUH KPYIMHOTO PO-
ratoro ckorta. [Ipeanosiaraercsi, YTo Opy nomna-
JlaHWU OBIYbUX MPHUOHOB B OPraHU3M YeJsoBeKa
MOXKHO 0)XKMJ,aTh BO3HMKHOBEHHS HOBBIX Bapu-
aHTOB 00JIe3HHM C WHOW, OTVIMYalolleica OT u3-
BECTHbIX CUMIITOMATUKOMN U KJIMHUKOM.

JlokazaTesbcTBa BO3MOXHOCTH 3apakKeHHs
napeHTepajbHbIM nyTeM. B 1974r. 6611 3aperu-
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CTPUPOBAH NepBbId ciaydail passutusa KA y pe-
qunueHTa 4epe3 18 MecsueB nocsie nepecajku
pOroBUILBI OT AOHOpaA € ycTaHoBJAeHHOW BK{. B
HacTosIIee BpeMs U3BECTHO MHOXKECTBO CJIy4aeB
SITPOTEHHOTO 3apakeHHs] MPUOHHBIMU 60JIE3HS -
MU: NPH ePecaiKe pOTOBHUIIbI U TBEPAOH MO3T0-
BOM 000JI0YKH, HEHPOXUPYPrudeCKUX MaHUITYJIS-
I[USIX, Tepanuyd ropMOHAMHU U T.II.

[IproHHBbIE 60JIE3BHH HUMEIT Pa3JUYHBIA MO
JUIITEJbHOCTH WHKYOALMOHHBIM TEpUoj:  OT
1,5-2 po 40 net u 60see. [IpUoHBI CIOCOOHBI
npeoJioJieBaTh BUJIOBOM Gapbep Y MPUBOAUTH K
Pa3BUTHUIO MACCOBBIX 3a60JieBAHUN B HOBBIX IO-
NYJISILUAX )KUBOTHBIX, @ TAKXKe CPeiu JIoJei.

K rpynne pucka 3apakeHusi IPUOHOBBIMU 3a-
60J1eBaHUSIMU OTHOCSITCS JIFOAM, COMIPUKACAIOLU-
ecsl ¢ 3apaKeHHbIM MaTepHaIOM XXUBOTHbIX WU
¢ 60/1bHBIMU JI0/bMU. CI0ZIa OTHOCAT BETEpPUHA-
pPOB, XUPYProB, MaToJIOr0AHATOMOB, Bpavyei-Ja-
6opaHTOB, PAabOTHUKOB MsCO-IiepepabaThIBalo-
1ied NPOMBIILJIEHHOCTH.

IlaToreHes. [71aBHBIM OPraHoOM — MHILEHBIO
apaserca [JHC u oco6eHHO ros10BHOM Mo3T. Of-
HAKO ObLJIO MOKAa3aHOo, UYTO NPHUOHHBIN 6eJIOK Ha-
KallJIUBaeTCs U B OpraHaXx MMMYHHOU CHCTEMB],
0CODOEHHO B ceJie3eHKe.

OCHOBHBIM TNpPOSIBJIEHUEM NPHUOHHBIX 60JIE3-
Hell sIBJIsIeTCS CIOHTHO3 CEpPOro BeLecTBa, CO-
NpoBOXKAatoIMica aTpodueil U rubesbl0 Heu-
POHOB. JKCIepUMEHTAJbHOE U3yUyeHUe CYAbObI
HEPBHBIX KJIETOK B TOJIOBHOM MO3T€ U ceTyaTKe
Mblllle}, 3apaKeHHBbIX BO36yJUTEJeM CKpeny,
NOKa3bIBAET, YTO I'ubesib HEMPOHOB MPU T'yOKO-
00pa3HbIX 3HLedaANTONATUAX TPOUCXOLUT MyTEM
anonrtosa. [Ipu MopdosioruieckoMm HccaenoBa-
HUU MO3ra OOJIbHBIX, YMEPIIMX OT MPUOHHBIX
0oJIe3Hel, BBLIABJIAETCA CHUXXEeHUe o0beMa ro-
JIOBHOTO MO3ra ¥ YMeHbIlIeHHEe TOJIIIMHbBI KOPBI.
Mukpockonuyecku: CiOHrMopopMHasi AereHepa-
1151 CEpOro BellecTBa roJIOBHOTO MO3Ta, aTpodus
Y TU6e/Ib HEPBHBIX KJIETOK, aCTPOLUTAPHbBIN TJIU-
03, aMUJIOU/HbIE BJISIIKY, coaepkaiiue PrP ¢,

KivHuYecKue MposiBJieHUsA IPUOHHBIX 60-
Je3HeM. [l npuoHHBIX 60JIe3HEN YeoBeKa xa-
paKTepeH O4YeHb IIUPOKUU CHEKTP HEBPOJIOTHU-
YyeCKUX paccTporcTB. Hanbosiee 061IMM U3 HUX
SBJISIETCSA JleMeHUsl.

Cnopaduueckass ¢opma BKA. B 1920 r
Creutzfeldt wu JacoB omucaau crnopaguyveckue
cay4yau ObICTPO NpOrpeccUpylolieil JeMeHIUHU.
B nanbHeiiieM 6blja yCTaHOBJIEHA UX PUOHHAS
atuoJsiorys. Yauie Bo3HUKaeT B Bo3pacTte 60-65
JieT (B cTapelwlleM opraHu3Me MOSABJSIOTCS yc-
JIOBU JIJI1 MyTallMY FeHa, BbI3bIBAIOIIEr0 Ty6Ya-
Ty1o 3HIepasonaTuio). 90% GOJbHBIX YMUPAIOT
B TeyeHue 1 roja. 3ab6osieBaHHEe XapaKTepU3yeT-
c KJUHUYECKOW TeTpajion: 1) mogocTpoit mpo-
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rpeccupyolleil JeMeH1Mel; 2) MUOKJIOHUEH; 3)
TUNUYHBIMHA TNEPHUOJUUYECKUMHU KOMILJIEKCaMU
Ha J3I; 4) HeusaMeHEHHOUN ILepebpOCIUHAD-
HOM kuJKoCTh0. CylecTBYIOT [iBa BapuaHTa: 1)
npeo6JsaZlaeT KOPKOBas CJenoTa U 3pUTeJbHas
arHosus; 2) BbIpa)KeHHasg MO3)Ke4YKOBas aTak-
cus (17% 6oabHbIX). PacnpocTpaHeHHocTh — 1
ciaydyait Ha 1 MuH. xkuTesiell B rof. COOTHOLIEHHE
MeX /1y 3a60/1eBAEMOCTBI0 MY>KUHH U KEHLIHH CO-
craBisieT 1,5:1. Y JuBUICKUX eBpeeB, MPOXKHUBa-
romux B U3pausie 3a6osieBaemoctb 31 Ha 1 MJIH.,
YTO CBSI3BIBAIOT C Hac/leJ0BaHHUEM 3a00JIeBaHHUS
B CBfI3W C MyTalUsIMHU TeHa, ONpeJessolero
CUHTE3 MPUOHHOTO OeJiKa.

Hoewlli eapuanm BKA. B 1994-1997 rr. B Be-
JIMKOOPUTAHUU ObLIM OMNKCAHbl HAGJIOAEHUS
BKf, koTopas oTinyanack KJIMHUYECKHA U NATO-
Mopd00TUYECKH OT KJIACCUYECKUX MPOSIBJIEHUN
atoro 3abosieBaHus. O6paljaeT Ha ceb6s1 BHUMa-
HHUEe MOJIOI0N Bo3pacT 60jbHBIX (0T 13 g0 43
JieT). Bosie3sHb y 3TUX JIUI] COBIajJa MO BPpEMEHU
C 3MMU300THEN T'yO6UaTON 3sHLedasonaTUd Kpyl-
HOr0 poraToro ckota B Benuko6putanuu. CBsi3b
3Ta O6bLJIa OKOHYATEJIbHO YCTaHOBJIeHA B 1996 T.
[IpoAo/KUTENbHOCTD )KU3HHU 3a60J1€BIIETO YeJI0-
BeKa COCTaBJIeT OK0JIO 9 MecALeB. JKCIEPTHI He
HCKJIIOYAIOT BO3MOXKHOCTH BO3HUKHOBeHUs B EB-
pore anuJeMuu He MeHee cTpalHoi yem CITH/,.
EcTb MHEHUe, YTO eC/IM YeJIOBEK XOTs Obl pas oT-
BeJlasl 3apakeHHOe TPUOHAMM MSICO OH 0OpedeH
3a60J1eTh. ITO JIUIIb BONPOC BPEMEHHU.

Kypy — cmeromiasicsi cMepThb. [IpakTU4ecKu Uc-
yessio. PeructpupyroTcs JUIb eJUHUYHBIE CITY-
yau (6-8) y mofet ctapiue 50 JieT, 4To yka3blBaeT
Ha NPOJ0/KUTENbHBINA UHKYOAIMOHHbBIN EPUO/,.
Haubosiee BeposiTHasi rumnoTe3a OTHOCUTEJbLHO
MPOUCXOXK/IEHUSI U PACIPOCTPAHEHUS] KYpy cpe-
U A30JMpOBaHHbIX IJieMeH [lanya HoBo# I'Bu-
HeW 3aKJIIYaeTCs B TOM, YTO 3TO 3aboJieBaHUE
Ha4ya/JIOCh CIOHTAHHO Yy OJHOIO NpeJCTaBUTeNA
IJIEMEHU KaK caydyall cnopagudeckoro BK{, a
3aTeM NepeaHo APYTUM 4JeHaM IJIeMeHH B CBH-
34 C pUTYya/bHBIM KaHHUGanu3moM. C MoMeHTa
[epBOTO ONKCAHUS ITON GoJie3HU [aliayiekoM B
1957 roay no HacTosiliee BpeMsi OT Kypy MOru6-
Jo 60siee 2500 yenoBek (moutu 10% nonynsauuu
HEKOTOPBIX JlepeBeHb), YHOCS €XEerojgHoO OKOJIO
200 4desoBevyecKHUX KU3HEW. PaHbllle B MieMeHU
®ope 3a60s1eBai B OCHOBHOM JIETH U KEHI[UHbI
(oHU oejasiu MO3T ¥ BHYTPEHHUE OpraHbl YMep-
mero). CHMOTOMBI: TPOTpeccUpylolilee Hapylile-
HUe KOOPAUHALIMU JIBMXKEHHUU, CONPOBOXKAeMOe
NPUCTYNIaMu 6eCIpUYUHHOI0 CMeXa U 3aKaHYH-
Bamolleecs JieTaJbHbIM HUCXO/OM.

CuHdpom Tepmcmana-ILImpoiicaepa-Ileiitke-
pa. 3To 3abosieBaHUE BIepBble onmucaHo B 1936
roay. [lepBoHayasbHO CYHATANIH, YTO OHO HOCHUT
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ceMelHbIN XapaKTep, HO Tellepb U3BECTHA TaKXe
cnopagudeckass ¢opma. ITOT CHHAPOM BCTpe-
YaeTcsd U XapaKTepH3yeTcs, IJIaBHbBIM 06pa3oM,
MO3:KE€YKOBOM aTaKCHUeH, pacCTPpOUCTBAMHU IJIO-
TaHus U QoHaALUHU, NporpeccupyroLieil geMeH-
el Ha npoTskeHUM 6-10 JeT, mocJe yero Ha-
cTynaeT cMepThb. Mopdosioruueckre u3aMeHeHUs
Opd 3TOM CHUH/JPOME AHAJOTUYHBI OOBIYHBIM
TPAaHCMHUCCUBHBIM MNOAOCTPbIM CIHOHTHOGOPM-
HbIM 3HUedasonaTusiM. OTIUYUTENBHOU €ero
4yepToOUl fIBJASETCA HaJU4YWe OOJIBIIOro KoJuye-
CTBa KOHLEHTPUYECKUX aMUJIOUJHBIX MJACTHH,
KOTOpbIe BbISIBJISIOTCS Yallle B KOpe MO3)KedKa U
B KOpe Mo3ra.

®amanvHas cemeliHasi 6eCCOHHUYA — 3TO
Hac/leJCTBEHHO O00yCJOBJIeHHAas, HeUsJaevyu-
Mas npuoHHas 6osie3Hb. Onucana B 1986 ropy.
BcTpeuaetca penko. [lopaxkaeT o6a nosia. Beije-
JISIIOT 4 cTa/Juu TeueHUs 3a60JieBaHUs: lepBas —
nporpeccuBHasi 6ecCOHHHULA, cTpaX, ¢obuu (4
Mecsila); BTopasl — Tra/UIIOLMHALMY, TPEBOra,
NOT/JIHUBOCTB (5 MecsilieB); TpeTbsl — MOJIHAsA Gec-
COHHHULQA, arpeccus (3 Mecsua); 4yeTBépras —
noJsiHasi 6eCCOHHUIA, EMEHIUs], CMEPTh OT UCTO-
IEHHs] UM THEBMOHHUHU (6 MecsIeB).

JuarHocTuka NpuoOHHBIX 60Jie3Hel. B n1ua-
THOCTUKE MPUOHHBIX 60JIe3HENW HCNOJb3YIOT: 1)
CepoJIoTUYEeCKHU MeToj (BblsIBJeHHUE aHTHUTeN);
2) BbIsABJIE€HUME TNPUOHHOro 6esika C MOMOLIbIO
MMMYHOMEPMEHTHOrO aHa/M3a C JUArHOCTHUKY-
MaMH Ha OCHOBE MOHOKJIOHAJIbHBIX aHTHUTEJN K
NPUOHHBIM 6esikaM; 3) pa3paboTaH MeToJ, 06Ha-
PY>XeHUs MPUOHHOTO 6esIKa B MOY€E, HO OH O4Y€eHb
TpyfoeMKuid. Heo6xojMMo ynpolleHne MeTo[U-
KM JIJIs1 KOMMep4ecKoro npuMeHeHus1. Pa3pa6oT-
KM IpoJio/iKatoTcs. [Ipou3BocTBOM NpenapaToB
JUISl IUAarHOCTUKU IPUOHHOM MHPEKIUU Ccepbes-
HO 3aHMMaeTcs mBeHnapckas pupma PRIONICS.

Iloaxoawl K JieyeHU0. B HacTodllee BpeMda
HET CpeJiCTB, CIIOCOGHBIX XOTS Obl 3a/lep’KaThb
pa3BUTHUE NPUOHHOU NATOJIOTUH Y YesloBeKa. Bce
pa3paboTKU ellle OUYeHb JaJIeKU Jlake OT CTaAuHu
KJMHAYECKUX HCNbITaHUNA. OCHOBHOM Halpas-
JIEHHBbIH TIOUCK BeJAeTcs B 3 HampaBJjieHUax: 1)
BBIKJIIOUUTh NPOAYKLUIO NPUOHHOr0 6eska C
NOMOIIbI0 aHTHUCMBICJIOBBIX OJIUTOHYKJIEOTH/I0B
k PRNP; 2) npegoTBpaTuTh KOHGOpMALIMOHHBIE
W3MEHEHUSI HOPMAJbLHOTO NPUOHHOrO 6esKa;
3) cBsi3aTb aKTHUBHBIN LIEHTDP MaTOreHHOTro MpHU-
OHHOro 0eJiKka, T.e. IPeJOTBPAaTUTb €ro NoBepx-
HOCTHOE€ B3aHMMOJEeNCTBUE C HOPMAJbHBIM Kie-
TOYHbIM PrP¢. Ha paHHuX cTaguAX NpuMeHAeTCs
CUMIITOMAaTUYeCKasl Tepanus, Kopperupyolas
NoBe/leHYeCKHe HapyLIeHUs], pacCCTPOMUCTBA CHA U
MHUOKJIOHUM (aMbeTaMUHBI, 6apOUTYpaThl, aHTH-
JlepeccaHThl, GeH30Ua3eNuHbl, HEeUpOJIenTH-
KH), Ha IO3/IHUX — MOJAePKUBAIOIIAs Tepamusl.

IIpo¢unakTuka. /las pa3paboTku Mep npo-
bUIaKTUKU BaXKHO, B YaCTHOCTH, 3HATh [I0YEMY B
HoCJIeJHUE ro/ibl HOSIBUJIOCH GEIIEHCTBO Y KOPOB?
Kakas cBSI3b B 3TOM MeX/Jy OBLOM U KOPOBOM?
[lapiivBasi oBL@ BCe CTaZ0 MOPTUT. ITa XOPOLIO
M3BeCTHasl MOCJOBULA MOLLJIA OT >XMBOTHOBO-
ZoB. Kak To/IbKO OBe4YKa Havyasia IPUCIOHSThCSA
K KakoMy-TO NpegMeTy U3-3a MYy4YalolLlero ee
3yZa, X035IMH OTapbl 3HaJ1 — ObITH Gefie! BosibHOE
’KMBOTHOE XYZeJso, KOoxXa JibICesa, TpecKaJach,
3arHuBaJjia. JKMBOTHOe HeNpeMeHHO MorubaJo.
Bosie3sHb 3Ta — nmodecyxa (ckpenu). «IIpakTuy-
Hble» aHIJIMYaHe pelIMJIM — He IpoNajaTh e
Jl06py. M3 Msica GOJIbHBIX OBel CTa/Iu T'OTOBUTH
6esJIKOBY10 J06aBKY /[Jis1 KOPMJIEHHUS] KPYITHOIO
poraToro ckoTa. belukK xopouio HaGupa/u Bec,
pocJia XKUPHOCTb KOpPOBbero Mosioka. Ho meTtozn
IPUTOTOBJIEHHUsS OEJIKOBOM  MaccChl 3ax0TeJsd
cZleslaTh MeHee 3aTpaTHbIM. TeMnepaTypa o6pa-
60TKM OBeYbero Msica U KOJIMYEeCTBO PeaKTUBOB
ObLIM pe3KO CHWXKeHbl. B pesysnbraTe cMUpHBbIE
OypeHKH B30ECHJINChb, CTaJd arpecCUBHBIMH.
OHU GBICTPO XyZAeH, cabesy, IJ10X0 ABUTAIHUCH,
a ynaB y»Ke He MOIVIM NOAHATHCS. [IMK KopoBbei
anugeMuy 6611 B 1991-1994 rogax, a mocsae 1995
3a60J1eBaeMOCTb CTaJla CHUXKAThCs, T.K. OTMEHHU-
JI OBEYbH «JeJINKATECHI».

HanpaBieHnss npodUIaKTUKKM NPHUOHHBIX
b6osesHel: 1) mnpeaynpexaeHUe 3apakeHUs
JIL, W3 TPyNN HaceJeHUs MOBbILIEHHOIO pH-
CKa (BeTepHMHapHble U MeJULUHCKHE XHUPYPrH,
BETCaHIKCIIepThbl, PAGOTHUKU Msconepepada-
TBHIBAIOIUX OTpac/eil); 2) 3amuTa MNUIIEBbIX
IPOAYKTOB YesIoBeKa U KOPMOB /ISl }KUBOTHBIX.
3anpeT Ha peajiM3allMi0 HaceJeHHUIO OJIOBHOIO
Y CIMHHOTO MO3Ta XBa4YHbIX }KUBOTHBIX, a TaKXe
3ampeT Ha peajy3alUi0 MapeHXUMAaTO3HbIX Op-
raHoB OT/eJIbHO OT Ty, ¢apiua, Kojabac U gpy-
rUX TOTOBBIX MHUILEBBIX MPOAYKTOB *KUBOTHOIO
IPOUCXOXK/EHUsl JJOMAllHero M3roToBJeHUs; 3)
3allMTa MNPOAYKLMH MeAUIMHCKOrO Ha3Haye-
HUs, NapdOMepHBbIX U KOCMETUYECKUX CPEACTB.
BecbMa cepbe3Hyl0 ONACHOCTb NPeACTaBJAOT
napeHTepa/bHble UHbEKLMU IpenapaToB HeHpo-
reHepaTUBHOI'O JeHCTBUS, IPUTOTOBJIEHHBIX U3
MO3ra WM JUMPOUAHON TKaHU KPYHMHOTO pora-
TOr'0 CKOTa (MUEeJIONENTH/bl, GUOTeHHbIE CTUMY-
JIITOPHI, TOPMOHBI, GepMeHThI U Ap.). [apanTuei
npeaynpexaeHus NonajaHus IPUOHOB B JieKap-
CTBEHHbIe IpenapaThl, NapdoMepHble U KOCMe-
TUYeCKUe U3jesns NHEeKLMOHHBIX IPUOHOB MO-
KeT OBbIThb TOJIBKO CTPOroe MCIOJb30BaHUE TeX
BUJIOB CbIpbsl >KUBOTHOTO IMPOUCXOMKAEHUS, KO-
TOpble MOCTYNAIT U3 CTPAHbI-NOCTABIINKA, TZe
y’Ke peasiM30BaHa NOJIHOLlEHHAas CUCTeMa BeTe-
PHUHAPHOTO ¥ CAHUTAPHO-3MUE€MHUOJIOTHYECKOTO
Ha/|30pa 3a NPUOHHBIMU HHPEKIUAMMU.
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BoeiBoAbL. COOBITHS MTOCIE/JHETO BpEMEHHU BCe
yaie y6exJalT B HEOOGXOJUMOCTU YYHUTHIBATH
pPacTylyo BepOSATHOCTb BCTPEYU C NMPHUOHHBI-
MH 60JIE3HSIMHM YeJIoBeKa W KMBOTHBIX. [103TO-
My Bpad JIl060M CIelnHaJbHOCTH JIOKEH UMETh
npeACTaBJeHNe O JAHHOW mpobGseMe. 3HaHHE
TeMbl HE0OXOAUMO JJISl AaJbHENIIEro U3ydeHUsI
NPUOHHBIX 3a00/IeBaHUU Ha Kadeapax UHOEKIU-
OHHBIX 00JIe3HEN, SMUAEMHUOJIOTHH, IICUXUATPHUH,
HePBHBIX 60Jie3HelH, BHYTPEHHUX 0OJIe3HEH, Te-
JUATPUU U JP.

N.V. Zhadinsky, E.1. Zhadinskaya, O. Yu. Nikolenko, E.N. Vlasenko,
V.V. Mishin

PRION DISEASES

Summary. The article presents current data about the
causative agent of prion diseases in humans and
animals, the trigger mechanisms of the pathological
process, issues of epidemiology, clinical manifestations
of prion diseases, diagnostics, approaches to treatment
and prevention.

Key words: prions,
occurrence
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