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CoBpemMeHHOe COCTOsiHUE NMPooGieMbl MPUOHHbLIX Oone3Hen
N NPUYNHBI X ONACHOCTU ANA YerioBekKa U XXUBOTHbIX
3yes B.A., KanbHoB C.J1., Kynukosa H.1O., pebeHHnkoBa T.B.

WHctutyT Bupyconorumn um. .. MiBaHoBckoro ®IrBY «HaumoHanbHbIM uccrneaoBaTenbCkuii LEHTP aNMAEMUONOrin
1 MUKpobuonorum umeHy novétHoro akagemuka H.®. lamanen» Munsgpasa Poccuun, 123098, Mocksa, Poccusi

B o63ope npeactaBneHo COBPEMEHHOE COCTOSHWE Mpobrembl MPUOHOB M MPUOHHLIX GOne3Hen C akueHTOM
Ha aNuAEeMUYecKyto 1 3NNM300TMYECKYH ONacHOCTb BO3OyauTenel, Bbi3blBalOWMUX CMepPTenbHbIe HelpoaereHe-
paTuBHble 6onesHn YyenoBeka U XMBOTHbIX. ONUcaHbl pesynsTaTbl MONEKYNAPHO-TEHETUYECKUX UCCe[0oBaHNN
KOHBEpPCUM HopMarbHbIX Monekyn npuoHHoro 6enka (PrP°) B nx nHdekumnoHHble dopmbl (PrP?), ycToinumsoctb
nocnegHnx K puanyeckum metogam Ae3nHdekunn, oCobeHHO K BLICOKMM TemnepaTtypam, a Takke ux cnocob-
HOCTb NMpeofoneBaTb MEXBNAOBbIE Gapbepbl, yBENMYMBASA NPU 3TOM BUPYNEHTHOCTb. MNoAY€PKHYTEI HEOObIYHO
NPOJOIMKUTENBHBIN NHKYBALMOHHBIV NEPUO, BO3MOXHOCTb 3apaXeHUS He TOMbKO anvMeHTapHbIM MyTém, —
npu ynotpebnexHumn B N1y Aaxe TepMmyeckn obpaboTaHHOro Msica 3apaKEHHbIX XMBOTHbIX, HO U BCNEACTBUE
XUPYPruyecknx BMeLlaTenbCTB, 0COBEHHO HEMPOXMUPYPIUYECKUX U OTaNbMOMOrMYECKUX, a TaKkkKe B pesynbTa-
Te MCNonb30BaHUs MMMyHobuonoruyecknx npenapatoB. OTCYyTCTBME CPeACTB NEYeHUs NPUOHHbIX GonesHen
060CHOBbLIBAET KpanHIOl HEeobXxoAuMMOCTb pas3paboTkM OTEeYEeCTBEHHBLIX BbICOKOYYBCTBUTEMbHBLIX TECT-CUCTEM,
CNocobHbIX 3PPHEKTUBHO OBHapYyXMBaTb UHAEKLMOHHbBIA NMPUOHHbBIA GENOK NPUXMU3HEHHO, HA AOKIUHUYECKON
cTaguu 3abonesaHuns. Kpatko onmcaHbl HOBENLLNE MeTOAbl aBTOMaTU4eckon 6enkoBon amnnnmdmkaumm n naex-
TUdMKaLMM NPUOHHBLIX BENKOB Kak Hanbonee NepcnekTUBHbIE HanpaBneHnst uccrneaoBaHuin B obnactu gnarHo-
CTUKM NPUOHHbIX 6onesHen.
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Prion diseases and the biosecurity problems
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The review presents the current state of the problem of prions and prion diseases with an emphasis on the
epidemiological and epizootological risks of pathogens that cause fatal neurodegenerative diseases in humans
and animals. The results of molecular genetic studies of the conversion of normal PrP¢ prion protein molecules to
infectious forms of PrPd, resistance to physical disinfection methods, in particular exceptional thermal stability, and
their ability to overcome interspecific barriers, while increasing virulence, are described. The possibility of infection
not only by nutrition, when eating even heat-treated meat of sick animals, but also due to surgical interventions,
especially neurosurgical and ophthalmic, as well as the use of immunobiological preparations, are emphasized.
Since there are currently no means for the effective treatment of prion diseases in the world, attention is drawn
to the high degree of relevance for the biosafety of the country to develop domestic highly sensitive test systems
that can effectively detect prion infectious protein in vivo at the preclinical stage of the disease. The latest methods
of automatic protein amplification and identification of prion proteins are briefly described as the most promising
areas of research in the field of diagnosis of prion diseases.
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B 2020 r. ucnoaannocs 38 1eT OTKPHITHIO STHOIOTHH
rpymnmnbsl 0co00 OMAacHBIX «MEIJICHHBIX» HWH(EeKnni —
nproHHBIX Oonesnelt (I1b) yenoBeka u JKUBOTHBIX. YcTa-
HOBJICHHEC pONX HHGEKIMOHHOTO MPHUOHHOTO Oeka
(PrPY), kak emuHCTBeHHOrO (hakTopa maroreHHoctH 115
[1], oka3anoch MIOKUPYIOMIAM JUTS HAYIHOH OOIIECTBEH-
HOCTH, HO BIIOCJICACTBUH M3MEHWIIO MOIXOIBI K HCCIEe-
JIOBAaHHUSAM JaKe TaKuX KOH()OPMAIMOHHBIX OOJE3HEH,
Kak OoJne3Hb AublreiiMepa, 0one3ns [lapkuHcona, mu-
abeT W ApYyrux, MaToreHe3 KOTOPBIX XapaKTepHU3yeTCs
BBIpaKEHHBIM aMHJION1000pa3oBaHueM. [ JTaBHBIN BBIBOJ
MUOHEepHOH paboThl maboparopun S. Prusiner u coaBT.
[1, 2] 3akmrogaiicst B TOM, YTO €AMHCTBEHHBIM 3THOJIOTH-
YEeCKHM areHToM HanboJjiee NIMPOKO PachpoCTPaHEHHON
[1b — ckpenu oBel] — SBISETCS TOJBKO BbICOKOOUHIIIECH-
Hbl Oenok. JlaHHBIA (PakT, YyCTAaHOBICHHBIN BIEPBBIC
Y IPOTUBOPEUYMBIINN T€HETHUECKOM Mmapaaurme, — o 0e3-
YCIIOBHOM HEOOXOMUMOCTH CONEPKAHUS OJHON MITH 00e-
ux nykinenHoBsix kucnot (PHK/IHK) B coctaBe mro60ro
WH(EKIIMOHHOTO areHTa, Oy/b TO BUPYCHI, OaKTepUu W
MPOCTEHIe, — MOPOANI MHOTOJETHHE HCCIEAOBAHNS,
HMMEBIIIHE [ENbI0 OMPOBEPTHYTH BHICKA3aHHYIO THIIOTE3Y.

OnHako BCe ATU MOMBITKH, XOTSI U OTCPOUMIM IOJTY-
gerne S. Prusiner HoGeneBckoif mpemun 1o 1997 1. (oH
6bu1 BTOpBIM TIOocie D. Gajdusek 3a oTkpsITHS B 00Ja-
ctu I1b), HO, TeM He MeHee, JJa)Ke BHECIIU CYIIECTBEHHbIN
BKiaz B natore”es I1b [3]. Bmecrte ¢ Tem Kosuieru u mo-
cienoBarenu S. Prusiner B 1abopaTopusix pa3HbIX CTpaH
Oosiee 25 €T COBEPIIEHCTBOBANM JOKa3aTelbHYIO 0azy
«OEITKOBOW THUTIOTE3bD», PACIIUPSIST METOIBI TUATHOCTHKH
[1b u Tem okonuarenpHO oATBepxkaas e€. Tak, B 2018 .
OBUTM TIOJTy4eHbl HHPEKIIMOHHbIE PEKOMOMHAHTHBIE H30-
(dopmer PrP¢ B GeckIIeTOUHO#M CHCTEME in Vitro cO CTPOTO
(UKCUPOBAaHHBIMU pEarcHTaMH, HE COACpPKAIIUMHU HY-
KJIEUHOBBIX KUCNOT [4]. 3a mpoleine roabl HaKOIJICHbI
3HAYUTEIHHBIC 3HAHUS O OMOJOTHH IPHUOHHEIX OCIKOB
U O MATOTEHE3€ BBI3BIBACMBIX UMH OOJE3HEH, MepBOHA-
YaJlbHO Ha OCHOBE MaTOT€HETHIECKOTO CXOCTBAa 00beIH-
HEHHBIX B TOHATHE «TPAHCMUCCUBHBIX T'yOKOOOpa3HBIX
sHIedanonaTuity, a Takke ObUT OMPEaeIEéH KPyTr MUIIIe-
HeH, Mopa)kaeMbIX JTaHHBIMU 3THOJOTHUYECKUMH areHTa-
Mu [5]. 1 UMEHHO B CBSI3U C OTKPBITUEM IPHUOHOB BBbI-
3bIBAEMbIC UMH 3a00JIEBaHUS TOTYIHIN 3THOIOTHIECKOE
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Ha3BaHHE «IIPUOHHBbIE OOJIE3HM», K JIEUEHHIO KOTOPBIX,
K COYKaJICHHUIO, 10 CUX MOpP HET MOAXO/A0B.

B opranm3me MIIEKONMTAIOMNX MPHOHHBIN OEIOK MO-
JKET CYIIEeCTBOBATh B JByX H30(hopMax, T.€. B 370POBOM
opranu3Me HEWH(EKIIMOHHBIM TPUOHHBIA OElIoK, 000-
3HAYEHHBIN KaK «HOPMAaJbHBIIN» WIN «KIETOYHBI» (PrPe,
cellular), nmeer Ty ke MOJIEKYIAPHYIO MacCy M TaKXke CO-
CTOMT U3 253 aMHHOKHCIIOT, HO OTIIMYAETCsl OT HH(PEKIIH-
OHHOTO JIUIIIb 110 CBOEH TPETUYHOM U 1aKe YETBEPTUUHOMN
cTpykrype [6]. MHbekmoHHbIi TPUOHHBINA 0eTOK CHaYa-
na 0603Hauanu kak PrPS, roe anoctpod Sc ncrons3osancs
B CBSI3H C HANOOJIBIIIM paclpocTpaneHrneM B pupoze [1b
ckpenu y oserl. OnHaKo B COBPEMEHHOH JIUTEpaType da-
I1Ie UCTIONB3YIOT O0JIee KOPOTKHUIT anocTpod d, Kak CUMBOI
cioBa disease (0one3ns). [IpeAmonoxuTebHO, HOpMAITh-
HBII NpUOHHBIN Oenok PrP® mopnepxuBaeT coxpaHHOCTh
HEWPOHOB W IVIMH, UTPAET BAXKHYIO POJIb B IMOpHOTEHE3E,
TUTFOPUIIOTCHITNH ¥ UG GEpEHITHAIIN 3MOPHUOHATEHBIX
CTBOJIOBBIX KJIETOK, YYacTBYeT B IPOLIECCAX MBIIIEUHOMN
pereHepanuy, MONACP)KaHUHM IMPKaJUAHHBIX (OKOJOCY-
TOYHBIX) pUTMOB [7, 8]. IIporecc mpoCTpaHCTBEHHBIX H3-
MEHEHHUH, T.. TPETUYHOU MIIM YETBEPTUYHOU CTPYKTYpPbI
B MoJiekysie PrP° u mpeBparienue ero B MHGEKITHOHHBII
PrPY, HoCHT Ha3BaHME «KOH()OPMAIMOHHOTO ITEPEXOMIA»
wim kouBepcui [9]. [larorennas nzodopma nmprona mpea-
CTaBISIET COOON MH(EKIIMOHHBIA OEJIOK C MOJICKYIISIPHOM
maccoit 27-30 k/la, ycToiunBbIi K AeficTBUIO yibTpaduo-
JieTa, yapTpa3ByKa, IPOHUKAIONIEH paJHalliy 1, 9TO O4eHb
BO)XHO, K KHILTYECHHIO, U Jaxke K (uamOupoBaHuio (Ipu
CKUTaHuK 00pasiia, cofeprxarero PrPY, B Teuenue 10 MuH,
B HEM coxpansgercad 10% uH(EKIMOHHONW aKTMBHOCTH).
S. Prusiner 0003HaYMJT OOHAPY)KECHHBIA WM STHOJIOTH-
YECKH areHT KaK «HMH()EKIMOHHBIA TPHOHHBIA OEI0K»
1 B Ka4ecTBe MH()EKIIMOHHON eTMHUIIBI MPEATIOKUI Tep-
MHH IPHOH» (prion) Kak aHarpaMMy aHTJIUMCKUX CIIOB
proteinaceous infectious (particles). B 3apyOexxHol yu-
TepaType BCTPEYAIOTCSI COKpAIIeHUS C YKa3aHHeM Ha
MIPUOHBI, TIOyYEHHbIE OT KOHKPETHOTO BUJA, T.€. U3 TKa-
Hell OmpeesIeHHOro >KMBOTHOro mim yenoseka (PrPSc,
PrPBSE, PrPCJD, PrPCWD, PrPCSE — ot oem, kopoB,
YeNI0BEKa, OJICHEH, KOIIEK).

XapakTepHa YCTOWYHMBOCTH ITaTOT€HHBIX H30(OpM
IIPUOHOB K mpoTease K, 4Tto mnTensHOe BpeMs CUHuTalu
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MaTOTHOMOHHYHBIM MPH3HAKOM MH()EKIIMOHHOTO MPHOHA
[1-3] u o6o3Hagamm kak PrP™ (resistant). A HexaBHO OBI-
JTU OTKPBITHl MATOTEHHBIC U30(OPMBI, UyBCTBUTEIHHBIC
K IpoTeonun3y 3Hjonentuaa3oil K u o0o3HaueHHble Kak
PrPs™ (sensitive). YcraHOBIE€HO, YTO HH(EKIIMOHHBIE
m3odopmel PrP! B xoz1e marorenesa npeodpasyoT myTém
KOHBEPCHM HOPMaJIbHBIEC KJIETOUYHbIE MOHOMEPHI OCIIKOB
PrP¢ B PrPd-momoGublie onuromeps! (GoiauHr) u manee
B MIPOTO(GUOPUIIIBI, KOTOpPBIE, B CBOIO ouepenb, hopMu-
PYIOT aMUJIOWJHBIC OJISIIIKH, MOpPAXKAIONINE HEWPOHBI
¥ KJIETKHU TJIMH TOJIOBHOTO MO3Ta, BBI3BIBAs TyOKOOOpa3-
HYIO0 BaKyOJM3allMI0 MO3ra U THOedb BCEro OopraHu3Ma
[1-5].

Haxomnenne kierounoro mpuonHoro Oenka PrPe ss-
JsieTcs pe3ynbTaToM JKcrnpeccuu reHa PRNP (Xxpomo-
coma 20 y yenoBeka). Y pa3lUYHBIX BUIOB JKUBOTHBIX
JUIMHA €r0o MOJHITENTHIHON IIenn W3MeHseTcs ciado:
OT 252 aMHUHOKHCIOTHBIX OCTaTKOB (@.0.) y KpOJHKa
10 264 a.o. y kpymnHoro porartoro ckora (KPC). Hanu-
gue Ha N-KOHIE OeNKOBOH MoOJeKyasl PrPe 22-unen-
HOW CHUTHAJIBHON IOCIEIOBATCILHOCTH 00eCIeunBaeT
KOTPaHCISIMUOHHBIA MEpeHOC HOBOOOpasylolieics mo-
JUMENTHIHON Ienu depe3 MeMOpaHy SHIOMIIa3MaTH-
geckoro perukyayma (OP). Ilpu mpoxokIeHUH Moiu-
nenTuaHou 1enu yepe3 kaHan (SEC61) B creHke meM-
Opanbl DP mpoucxomsIT ynajaeHue JUISPHON CUTHAIBHOMN
MOCTIeIOBATEIBbHOCTH, @ TaK)Ke CBEPTHIBAHNUE MOJIEKYJIBI
B I00yny u e€ koBajieHTHas Momugukamnus. J[Ba caiita
N-mmukosnupoBanns Tuma Asn-Ile-Thr u Asn-Phe-Thr
pacmonokensl y 181 u 197 a.0. cooTBeTCTBEHHO (TIPHOH-
HBIN Oeslok yenoBeka). Pacnipenenenue 1u-, MOHO- U He-
IJIMKO3MIIMPOBAHHBIX (POPM NPHOHA MOXKET BapbHUPOBATH
KaK y pa3JIMyHBIX OPTaHIU3MOB OJJHOTO BH/Ia, TAK U B TIpe-
Jienax OJHOTO opranusma. [nuko3mimpoBaHHBIE (HOPMBI
Oemka Takke Pa3HOOOpa3HBI, UTO IMO3BOJSIET BBIACIUTH
oxo1o 400 paznuunbix mukopopm PrPe. Yeranosnen psan
(hakTOB, CBHJETEIBCTBYIOIINX O BIMSHUHM CTEIICHU TIIHU-
KO3WJIMPOBAaHUS TPHUOHHBIX OelkoB Ha 3(P(eKTHBHOCTH
tpancmuccun [1b, a Takxke Ha mpomecc oOpazoBaHUS
pasnuuHbIX mrtaMMoB Bo3Oymutens I1b. IIpeamoceuikoi
K TT0/I00HOH MHOKECTBEHHOCTH TIMKO(OPM TPHOHHOM
MOJIEKYJIBI, BO3MOXKHO, CIYHT CIIOCOOHOCTh K (hop-
MHUPOBaHUIO OEJIKOM TOJUTOMHBIX MeMOpaHHBIX (opm.
OO0Hapy»XEHO, YTO TPHOHHBINA OEIOK YeIOBEKa MOXKET
CyIIecTBOBaTh B TPEX (hopmax: cekperupyemoit (*PrP),
MeMOpaHHOH € JByMsI TpaHCMEMOpaHHBIMU JOMEHaMHU
u cBoOomHBIM N-koHIIOM B Jromene DP (N"PrP), mem-
OpaHHOI1 C IBYMsI TpaHCMEMOpPaHHBIMU IOMEHaMHU U CBO-
6omubiM C-KOHIIOM B JitoMeHE peTukyayma (“"PrP). ITox-
BIDKHBIE TpaHCMEMOpaHHBIE KOMIUIEKCHI HOPMaJIbHBIX
MIPUOHHBIX MOJIEKYJT 00pa3yIoT TaK Ha3bIBaeMbIE IIIOTHI
(rafts) mnm penenTopHbIE KOMIUIEKCHI, Yepe3 KOTOpbIe
B3aUMOJIEHCTBYIOT ¢ TIATOTeHHOMH u30(opmoit PrPd [10].

[Ipupomupie U WHIYIUPOBAHHBIE MYTAIUU B THUAPO-
(hoOHOM TOCIIeA0BaTENBHOCTH, PACIIONIOKEHHON B Cpell-
HEH JacTH MOJIEKYJbI, BOMM3N Heé, a Takke B 00macTu
N-KOHIIEBOTO ydYacTKa, MPUBOJAT K YBEIMYEHHUIO JOJH
CmPrP, KOTOPBIA BBI3BIBAET HEHpOAEreHEpaTHBHBIE 3a-
OoseBaHUs. YCTaHOBIICH PsI (PAKTOB, CBUACTEIHCTBYIO-
[IUX O BIUSHUH CTCTICHU TITUKO3WINPOBAHUS MTPHOHHBIX
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OenkoB Ha A dexrnBHOCTH TpaHcmuccuu [1b, a Takke Ha
nporecc 00pa3oBaHMs Pa3IMYHBIX IITAMMOB BO30OyIUTE-
1 I1b. K Hacrosmemy Bpemenu omnucano 6osnee 30 Bo3-
MOYKHBIX MYTaIlMii IPHOHHOTO OeJika 4ejoBeKa, U3 HHUX
OoITbIIast YacTh IOCTOBEPHO CBsI3aHA C HACIIEICTBEHHBIMHU
MIPUOHHBIMU 3a0o0JeBaHuAME. BMecTe ¢ nH(pEeKIMoHHOH
nzodopmoii onu He mnpesbimarT 10-20% Bcex 3aperu-
cTpupoBaHHBIX cirydaeB [1b, ocranpHble pUXOIATCS Ha
criopaguueckyro Gopmy 6oneznu Kpenridensaa — Sko-
6a (bBKA) [10, 11].

B 1986 1. stm3ootnu mpuonHOTO 3aboneBanus KPC,
WM «KOPOBBETO OelleHCTBa», B BenukoOpuraHuu mpu-
BEJIM OIMOCPEAOBAHHO K BO3HUKHOBEHHIO HOBOTO Ba-
puanra BKS cpemm mroneit (aBBKS), ¢ MHOTONETHHMUI
TSOKENBIMA TIOCTEACTBUSMU ISl MHOTHUX CTPaH MHpa
[8-10]. Bricokast TepMOCTaOMIBHOCTh MH(EKIIHOHHOTO
MIPUOHHOTO O€JKa, TOMABIIETO B MACO-KOCTHYIO MYKY,
IIMPOKO HCIONB30BaBINYIOCS B KauyecTBE KOPMOBOW J0-
0aBKM CKOTY, CTajia IPUUMHOMN pa3BuTHs BapuaHta IIb,
mogo6HOTO Kypy, BBIsBIeHHOMY B 1957 1. D. Gajdusek
u V. Zigas y nanyacos-kanHn6ano Hosoit I'Bunen [12].
[TocnenoBaBie akTUBHBIE MOJIEKYISIPHO-TEHETUYECKUE
WCCIIeIOBaHUSl 3HAYeHHWS WH(QEKIIMOHHOTO HPHOHHOTO
Oernka B M3yueHHH (DYHKIUHU OCNKOBBIX CTPYKTYD in Vitro
W in vivo B 3aBUCUMOCTH OT UX KOH(OPMAIMOHHOTO CO-
CTOSIHHS, @ IMEHHO KITIOUEBON POJIH «CKIIaJIKO00pa3oBa-
Hus» (folding) u mocnenyromet onmuromepusanuu 1 Gpu-
OpuiIM3alid  MOHOMEPHBIX MoJieKyn PrPY, mosBosmin
c(hopMHpOBaTh IKCIIEPUMEHTAIBHBIE MOIETH «KOH(OP-
MaIMOHHBIX Oomnesnei» [9, 15, 16]. Ceromgast mpaktu-
YECKU YCTAHOBJICHO, KaK «LIEMHAsl peaklus» KOHBEPCUU
HOpPMaJBHBIX Monekyn PrP¢, mumyrnmpoBaHHas B3anmo-
NEHCTBHEM C «3aTpaBKoi» (seed), MOXKET MPHUBOAWUTH
K 00pa30BaHMI0 aMHJIOUIHBIX CTPYKTYP U BBI3BIBATH
MaTOJIOTMYECKHUH TPOIecC M B APYTHX TKAHIX WM Opra-
Hax [13-15]. B 10T mepuon Takke ObUIO JOKa3aHO, YTO
HanOosee arpeccuBHas (opma HBBKS, ommuuaromasics
KOPOTKHUM HMHKYOAI[MOHHBIM TIEPHOIOM (70 HECKOIBKHX
MECSAIIEB) M MOpaKAIOIash MOJOABIX Jrofeit no 30 ner,
BbI3BaHa YIOTPEOJIEHHEM MSCONPOJYKTOB OT 3apaméEH-
HBIX KOpoB [17], T.e. 3apakeHue MPOUCXOAUT aTUMEHTap-
HBIM IIyTEM.

[logBonst WTOr BHINIECKAa3aHHOMY, CIIeNyeT 3a(HKCH-
pOBaTh YCTaHOBICHHBIE M SKCIEPUMEHTAIBHO JIOKa3aH-
HbIE TIPU3HAKH JIETAIBHBIX U 0CO0O OMACHBIX MPHUOH-
HBIX MH(MEKIMOHHBIX 3a0oneBanuii (cMm. Tabnwuiy). 1B
MIPEACTABIAIOT CcO00M TpyIMy HeWpoaereHepaTnBHBIX
3a00JICBaHMH JKUBOTHBIX M UETOBEKA, BHI3BIBAEMBIX HH-
(eKIMOHHBIME U30(hOpMaMH OJTHOTO U3 OEJIKOB OpraHu3-
Ma-X03sIiHa, Ha3BaHHOTO IproHoM (PrP) u komupyemoro
KJIETOYHBIM T€eHOMOM. B Hacrosmee Bpemst tepmuH PrP
UCTIONIB3YIOT Kak sl 00o3HadeHus: n30(hopmbl Oelika,
oOpasyromeics pu HOPMaTbHOM METa00IH3Me KIETOK
(PrP¢), Tak u ero maronoruueckoit (MHPEKINOHHOI) U30-
dopmsl (PrPY), BessiBaromiein 116 y yenoBeka U pasHbIX
BUZOB JKUBOTHBIX. OTIMYUTENBHBIMH OCOOEHHOCTAMHU
PrP¢ sBisfOTCSI, BO-TIEPBBIX, €r0 CIHOCOOHOCTH Tepe-
CTpauBaTh MO COOCTBEHHOMY MO00UI0 MOJIEKYbl PrPe,
a BO-BTOPBIX, BBICOKAsi PE3UCTEHTHOCTH K TPOTEHHA3aM,
no3BoJstionast PrP! HakaniuBarsCst B BUIEe MPAKTUIECKH
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OB30OPbI

HEPAaCTBOPUMBIX arperaroB (OJMIOMEpPOB M MPOTO(H-
OpWIT) B KJIETKAX U MEXKJICTOYHOM IPOCTPAHCTBE Op-
TaHW3Ma-X035MHA, YTO MPUBOJUT K OOJE3HH M CMEPTH.
Hnst 11b cyiiecTByOT Kak BHYTpPU-, TaK U MEXBUJIOBAs
nepenaya PrPY. Jlo Hacrosiiero BpeMEHH B MHPOBOI
npakTuke auarHoctuka [1b yemoBeka u )KMBOTHBIX OCY-
IIECTBIISACTCS] TIOCMEPTHO MyTEéM BbisiBieHUsI PrP¢ B Tka-
HSX TOJIOBHOTO WJIM CIIMHHOTO MO3Ta C TOMOIIBIO TH-
CTOJIOTHYECKOT0, MUMMYHOTHCTOXUMHUYECKOTO0, MUMMYHO-
(epMEHTHOTO, UMMYHOXPOMATOrpauuecKoro MeTOJIOB
1 uMMyHoOnoTTHHTa. [IpH 9TOM U HEMHOTHE CHUCTe-
MbI AuarHOCTUKH [1b MOCTHIIN ypOBHS KOMMEPUECKHX
MpoAyKToB. Bce oHM paccuuTanbl Ha IOCMEPTHYIO AMA-
rHocTuKy [1b 1 He oTIIMYarTCsa BBICOKONW HAJEKHOCTDIO.
B Poccun oreuecTBEHHBIE aHAJIOTH TECT-CUCTEM IS
nuarnoctuku [1b orcyrcTByroT. Mexny Tem mepenada
MH(EKIIMOHHBIX areHTOB BO3MOXKHA IPH XHPYPTrHIECKOM
BMeIIATENbCTBE (0COOCHHO HEUPOXUPYPTUIESCKOM U Oh-
TaJIbMOJIOTHYECKOM), MPUMEHEHHH IPENapaToB KPOBH,
MMMYHOOHOJIOTHYECKUX TIPETapaToB W TPAHCIUIAHTAIIUT
opranoB. PazButre mpHOHHBIX HHPEKINI 10 TOSBICHHUS
CHMIITOMOB MOYET MPOHUCXOJUTh KaK OTHOCHUTEIILHO Obl-
CTpO (B TeYEHNE MOTYTO/Ia), TAK M YPE3BBIYAIHO MeJIeH-
HO, MHOT/IA B T€YEHHE HECKOJIBKHUX JECATKOB JIET C MO-
MEHTa ToMaaHus HHPEKIIMOHHOTO NIPUOHA B OPTaHU3M
yenmoBeka. TakuMm oOpazoM, ais obecriedeHust 6node30-
MACHOCTH HACEJIEHHUS] TOCYJapCTBy HEOOXOIMMBI CBEpX-
YYBCTBUTENbHbBIC AHAJTUTUYECKUE CHCTEMBI UII MOHHU-
TOpUHTA KaK yYCTAHOBIICHHBIX TPUOHHBIX HH(DEKIHIA,
TaK ¥ BO3HUKAIOIINX UX BAPUAHTOB, MOIOOHO IITaMMaM
OaKkTepuaNbHBIX U BUPYCHBIX BO30OyAHTENEH B OHMOIOTH-
YEeCKHX 00pa3iax pa3ImIHOTO MPOMCXOKICHHS.
HenaBHo Oplma ommcaHa Tak HaszbiBaeMas IpoTeasa-
YYBCTBUTENbHASA MPUOHOMATHS, IMPH KOTOPOil BO30y-
TUTENb — WHQEKIIMOHHBIA TPUOHHBIA OeIOK — OoKa3al-
CSl IyBCTBUTEIBHBIM K WHAKTUBUPYIOIIEMY ICHCTBHIO
nporeassl K [18]. JIpyroii nmpumep CBA3aH ¢ ONUCAHUEM
CJIy4yaeB HOBOM NMPHUOHHOM MAaTOJIOTHH, MPOSBISIOLIEHCS
B TpH3HAKax CrHenu(pUueckol HeHpomarnuu B couera-
HUU C TMporpeccupyrouieil norepei 4yBCTBUTEIBHOCTH
B pa3HBIX OOJIACTSAX OpTaHW3Ma M XPOHHUYECKOH Amape-
eit [17,19]. bonpuioro BHUMaHMS 3acClyXHBAIOT Xapak-
TEPUCTUKU BOCIPUUMYHMBOCTH U HEBOCHPUUMYHBOCTU
OpraHu3Ma MJIEKONUTAIOMNX K TPHOHHONH WH(EKINH.
YcraHOBNIEHHasT paHee W TEeHETHYeCKH OO0yCIIOBJIEHHas
CTelleHb BOCIPHUUMYHUBOCTHA K WH(EKIIMOHHOMY TPHUOH-
HOMY O€NIKy y pa3HBIX IOPOJ OBEIl W K03 OblIa peai-
30BaHa coTpyaHHKOM Mccnenosarenbckoro nenrpa Jle-
napramenTa cesibckoro xossictea CLIA K. O’Rourke —
aBTOPOM IMEPBOM MPUKU3HEHHON JMArHOCTUKU CKpEIU
oser [20]. B Teuenue pspa ner ceiexkuueil M BbIOpa-
kxoBkoii K. O’Rourke u coaBT. ymanoch JOOUTHCS Mpak-
TUYECKHU TOJIHOTO MCKOpeHeHus Ha Tepputopun CHIA
CKpeITH, KOTOopas HaHeca OYeHb OOJIBIION ypOH Hareit
oTeyecTBeHHON PoMaHoBCKo# mopoje oserr [21].
I'enoTunuposanue npuoHoBoro Jjokyca PRNP mnoka-
3aJ0, YTO 3aM€Ha BCEro JIMIIb OJHOW aMHHOKHCIIOTHI
B YEJIOBEUECKOM MPUOHHOM Oejke — muuuHa B 127-m
MOJIOKEHUH Ha BaJMH — Oy/Jydd B OHOM aJuleje 3alliu-
LIAET OT Kypy U Kiaccuueckoro Bapuanra bKSl, a B nByx
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Oc000 onacHble IPHOHHBIC 0OJIE3HH YEIOBEKA U JKUBOTHBIX
Especially dangerous prion diseases of humans and animals

3aboneBaHue Xo3si1H
Disease name Carrier
Kypy Yenosek
Kuru Human
Bonesns Kpetitudensaa — Skooda: Yenosex
Creutzfeldt — Jakob Disease: Human
— criopajuyeckast
— sporadic
— UH(pEKIIMOHHAS
— infectious
— ceMeifHas
— family
— ATPOTeHHas
— iatrogenic
Hogbriit Bapuant 6onesnu Kpeitridensaa — Sdxoda Yenosek
New variant of Creutzfeldt’s — Jakob Disease Human
CmMepTerbHas ceMeliHast 6ecCOHHUIA Yenosek
Fatal familial insomnia Human
Criopagudeckasi cMepTeIbHasi 0eCCOHHUIA Yenosek
Sporadic fatal insomnia Human
IIporea3a-uyBcTBUTENBEHAS HEHPOTIATUS Uenosex
Protease-sensitive neuropathy Human
Heiiponarus ¢ nuapeei Yenosek
Neuropathy with diarrhea Human
XpoHudeckas porpeccupyroras sHmedanonarms Uenosex
JIeTCKOro Bospacra (0os1e3Hb Albriepca) Human
Alpers’s disease
CrioHrno(OpMHBIN MUO3HUT Uenosex
Spongiform myositis Human
Ckpern OBI1BI, KO3BI
Scrapie Sheep, goats

Ounenu, 1ocH
Deer, moose

XpoHuueckast n3HypsroLIasi O0NE3Hb IUKHX
KOIBITHBIX
Chronic wasting disease

TpancMuccuBHas sHIEedaTONaTHs HOPOK
Transmissible encephalopathy of minks

Hopxku
Minks

TunnuHast ryOkooOpa3Has sHIe]aIonaTys KpymnHo-
IO POraToro ckota
Type bovine spongiform encephalopathy

KopoBsl, Ob1KT
Cattle

Arunnunas ryokoo0OpasHas sHuedanonarus kpyn-  Kopossl, ObIku

HOTO POraToro CKota Cattle
Atypical bovine spongiform encdephalopathy

I'y6xoo6pa3nas sHnedanonarus Komek Komku
Cats spongiform encephalopathy Cats
I'y6ro06pa3Has sHIedanonaTrs 3K30THUECKUX AHTHIIONBI,

KOIBITHBIX
Hoofs spongiform encephalopathy

OoJIBIIION KYIY
Antilope, kudu

aJuIeNsax — JieJaeT HeBOCIIPUUMYMBBLIM KO BCEM IIITaMMaM
WH(EKIIMOHHOTO MPHUOHHOTO Oenka. OKazaloch TaKke,
YTO B CTPYKType HOPMAIBLHOTO IPUOHHOTO OeliKa 3aMeHa
METHOHMHA Ha BAJIUH B 129-M MONI0KEHUU B OHOM aJjje-
ne 3ammniaer e€ Hocutens ot Beex I1b [22].

Bce Brimenepeuncnennsie ocodennoctu [1b 3naun-
TEILHO PACHIMPSIOT U YCIOXKHSIOT pPaMKH TOHUMaHHUS
PHUCKOB 3TOW MATOJIOTHUH, BBIIBUTAIOT COBEPIICHHO HO-
BbIC 3a/1aud U OOOCHOBBIBAIOT HEOOXOAMMOCTH pa3pa-
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OOTKHM M TIPUMEHEHHS OCOOBIX Mep OM00e30IacHOCTH.
[TockonmbKy /10 HACTOAIIETO BPEMEHN B MUPE HET CPEICTB
addexruBHoro neuenus IIb, ciemyer cocpenoTounTh
OCHOBHOE BHHMMaHHE Ha MPOPHIAKTHYECKHUX MEPOIpH-
ATHUSIX ¥ CPEACTBAX OIlEepekaromeld JTOKIMHIYECKOH
nuarHoctuku IIb. bnaromaps 300HO3HOMY Xapakrepy
MaToJOruu MPOPUIAKTHYECKUE MEphl, E€CTECTBEHHO,
JIOJDKHBI HOCUTh M MEJUIIMHCKYIO, ¥ BETEPHHAPHYIO Ha-
npaBieHHocTh. [loaTomy mnpodumaxkrtuka I1b mpexne
BCEr0 OCHOBBIBAETCS HA MCKITIOUEHHH WHQHUIIMPOBAHHBIX
MSICHBIX ITPOTYKTOB, YTO M OBIJIO CBOEBPEMEHHO olecte-
4yeHo MuHcenbxo30M Poccun npenynpexaeHuem o 3ar-
peTe 3aKymoK MsCa, MSCHBIX MPOAYKTOB M IPOIYKTOB
yoost KPC 6e3 mpemocTaBieHUsT COOTBETCTBYIONINX J0-
KyMEHTOB, TOJTBEpPKIAOIINX B CTpaHE-dKCIOPTEPE OT-
cyrcrBue I1b cpenu 3TUX XKUBOTHBIX. B 3T0H CcBsI3U BeTe-
PUHAPHBIMH CITY’)KOaMHU OBUTH TIPEIIIPUHATE MEPHI CTPO-
TOTO IPEBAPUTEIHHOTO KOHTPOJS HAa MECTax 3aKyINoK
MsICa ¥ MSICHBIX IIPOAYKTOB 32 PyOeKoM. DTH MOIOKEHUS
TaKXke OBIIN OTpa)XeHBI | TaBHBIM TrOCyNapCTBEHHBIM Ca-
HUTapHBIM BpadoM P ['.I. OHHUIEHKO B TOCTaHOBICHUHU
or 15.12.2000 Ne 15 «O mepax mo mpeaynpexacHHI0
pacnpoctpanenust 6one3nu Kpeirndenpaa — Slkoba Ha
tepputopun Poccuiickoit @enepanmny [23, 24].

Xors B orhHoweHuu IIb 1o HacToslero BpeMEHH
HE BBLICJIEHBI TPYNIBI PUCKa 10 MPO(EecCHsiM, M3BECT-
HBl JOKYMCHTHPOBAHHBIC CIIy4aW BHYTPUOOIHHHUYHBIX
3apakeHHH TepcoHana (J1a0OpaHThI-TUCTOJIOTH, HEWH-
poraroMop(oJIoT, XUPYPTH, HEHPOXHPYPTH), a TaKxke
JOBOJIBHO IIUPOKUN KpPyr TaK HA3BIBAEMBIX STPOTCH-
HBIX ciay4aeB [4, 10], uro 000CHOBBIBACT MPHUHSATHE MEP
K MIAPOKOMY HH(OPMAIMOHHOMY OOECIIE€YeHHIO OOJIb-
HUII, TIOJINKIUHAUK, (EIbAIIEPCKO-aKYIIEPCKUX TYHKTOB
U OTAEJBHBIX MOCEIKOBBIX MEIUIUHCKUX MTyHKTOB. DTH
Mepbl HallpaBJeHbl Ha BBISBICHHE OONE3HEH, KOTOphIe
CEeroflHsA, HECMOTpPA Ha pacMOPSKEHHUS BBIIIECTOAINX
OpraHM3alMi, Yale BCEro MpoXoasiT MUMO yuéTa U pe-
THCTpanyy. BeIABIEHHOTO OOJIBHOTO HITH C ITOJJ03PEHIEM
Ha 3a0o0yeBaHNe CllelyeT TOCIHUTAIN3UPOBaTh B MH(EK-
LIUOHHOE OT/EJICHUE HEBPOJIOTHUECKOr0 CTalluoHapa, rae
TTONITBEPIKACHUE THATHO3a U YXOJ MOTYT OBITH o0Oecrtie-
4yeHbl B HanOonbieM o0béMe. CKa3bIBAlOTCS M OTCYT-
CTBHE 00ECIeUeHHs CIy)KO KIMHUYeCKoW 1aboparopHOi
JTMAarHOCTHKH COBPEMEHHBIMH TECT-CUCTEMaMH, U HU3Kas
KBaMU(UKAIUS METUIIMHCKOTO TIEpCcoHana. DTu coodpa-
JKCHUS JIOJDKHBI OBITh TPHHATHI BO BHUMaHHE B CBS3U
¢ IOCTENEHHO pacuupsitonmmces kpyrom 11b uenosexa,
MOSIBJICHUEM Pa3IMYHBIX «IITAMMOBY, T.€. KOHPOPMEPOB
9TOr0 BO30YIUTENS, PA3JINYHON ATOTE€HHOCTH.

Oco0eHHo omacHa CIIoCOOHOCTh BO3OYAMTENS HE TOJNb-
KO TIPEOJI0NIEBATh MEXKBHOBBIE Oaphephl, 4TO OCOOEHHO
HADISIAHO ObUIO MPOAEMOHCTPHPOBAHO BO BpPEMs AMH30-
orun [1b B BenmmkoOpuTanuu, HO, UTO HE MEHEE OIACHO,
3HAUNUTETHHO MOBBINIATH BUPYJICHTHOCTh HH(PEKIIMOHHOTO
npuonHoro 6enka [25-27]. K ocobennoctsm 16 cnemyer
otaectr u 100% JIeTaIbHOCTS, a TaKXKe HEOOBIYaHO MMpo-
JOJDKUTETBHBIN MHKYOAIIMOHHBIHA TepHo] (MHOTIA IECATH-
JIeTUs), YTO KaKk Obl MAaCKUPYET BPEeMs 3apak€HUsI, U 0CO-
OEHHO JUIMTENHHO CKPBITHIA IMPOIECC pacmpOCTpaHeHUS
Oonesneit B momyssiiuu [28]. YeTaHOBIEHO, YTO BCE MPU-

REVIEWS

OHHBbIE OCJIKH KaK aHTUTCHbl IMMYHOTOJICPAHTHBI, T.€. OT-
CYTCTBHE 00pa30BaHUs aHTHTEN B 3apaKEHHOM OpTraHM3Me
co371aéT 0co0BIe TPYTHOCTH B TaOOPATOPHOIT ANArHOCTHKE
I1b, cama cuMnTOMaTHKa KOTOPBIX, KAK OTMEUEHO BBILIIE,
HEPEIKO OTIIMIASTCSI JOCTATOYHBIM pa3HooOpasuem [29].

Jlo HacTosIero BpeMeHH B MHPOBOMW IpakTHKe Jabo-
paropHast quarsoctuka I1b sronei u JKUBOTHBIX, Kak Mpa-
BWJIO, OCYIIECTBIISUIACH TOCMEPTHO MYTEM BBISBICHHUS
MPUOHHOM (opMBl Oesika B OMomTaTax TOJOBHOTO WM
CIIMHHOTO MO3T'a C HOMOLIBI0 MOP(OIOrNUECKUX UITH UM-
MYHOXUMHUYECKHUX MeTonoB aHanuza [30]. OnHako B mo-
CJIEIHHE TO/IbI CTAJM TOSIBISITHCS BAPUAHTHI MPHKU3HEH-
HOH, B TOM 4MCIlIe JOKIMHUUYECKOW nuarHocTuku. Ilosto-
My OIHOW M3 HamOoiee aKTyaJbHBIX HCCIIEIOBATELCKIX
3amad Uil oOecrieueHus] MPUOHHOM OM00e30macHOCTH
CTpaHbl OCTAETCsl Pa3pabOTKa COBPEMEHHBIX BBICOKOUYB-
CTBHUTEJILHBIX OTEYECTBEHHBIX TECT-CHCTEM, CIOCOOHBIX
3pdexTnBHO 0OHAPYKUBAaTh MH(EKIIMOHHBINA TPHOHHBIN
0eJIoK B OMOJIOIMYECKUX >KUAKOCTSIX (KpOBb, MOUa, CIIIO-
Ha, cJie3a) Ha JIOKJIIMHUYeCKo# cTaaun 3aboneBanus. Pop-
Mar JKypHaja He MO03BOJIAET B 9TOM 0030pe Jake KpaTKo
0003HaYUTh BCE 3TH METOJbI, I0ITOMY YKa)keM HanOonee
nepcrieKTHBHBIE U3 HUX. COBPEMEHHBIMHI HOBEHUIIINMH Me-
TOJAMU aBTOMATH3UPOBAHHOW OEIKOBON aMIUTH(hUKAINN
Y NICHTH(UKALMY IPUOHHBIX OCJIKOB SIBJISIOTCS:

— MDCK — meTon nUKINIe KO aMIUTH(UKAITIH C €3~
MHTEerpaiyeil o0pasyrommxcst (Ha MEepBUYHBIX MOJEKY-
7ax MHQEKIMOHHBIX IPHOHOB B HCXOIHOM 00pasLe) yilb-
Tpa3BykoM PrPd-momoGHBIX OIMTOMEPOB;

— METOJ] MHAYLIMPOBAaHHOI BHOpalneil kKoHBepcuu (pe-
KOMOMHAHTHBIX MPHOHOB) B peanbHoM Bpemenu (MBK-
PB, quacking-induced conversion, QulC) B amumonomno-
no6ubIe pubpme! [31].

BaxHbIM HamnpaB/IEeHHEM SIBJIAETCS] U3y4YE€HHUE ITPUPOJIBI
BO3MO)KHOTO TIPOMCXOXKJICHHUS PAa3INYHBIX «IITaMMOB)»
MIPUOHOB M, COOTBETCTBEHHO, MX MAaTOTEHHBIX M30(opm
(M30J11TOB) KaK €CTECTBEHHBIM, TaK M HCKYCCTBEHHBIM,
T.€. DKCIIEPUMEHTAIIBHBIM, IIyTEM 11 VIVO U in Vitro B OIbI-
Tax M0 MEeXBUI0BOW TpaHcmucccuu 11b Mexny KHMBOT-
HBIMU (BKJTIOUas! BBICIINX IIPUMATOB).

B 2000 r. B UHcTuTyTe BHpycosoruu uMm J[.W. VBa-
HOBCKOTO B PaMKax MEXIYHApOIHBIX MPOEKTOB ObUIH
BIIEPBbIE B Hallleil CTpaHe MOJIy4eHbI MOJIHOpPa3MEpPHbIE
pPEeKOMOMHAHTHBIE aHTHUTEHBI TPHOHHBIX OenkoB KPC,
OJIeHel M yHMKaJbHas NaHelIb MOHOKJIOHAJIBHBIX aHTH-
TeJl K NPUOHHBIM OenkaM, ampooOuposaHHas B Poccum
u 3a pyoeskom [32, 33]. IIpOTOTHITEI TECT-CHCTEM JIJIst
BBISIBJICHHS TIPUOHOB OBUIM YCHENTHO HCIIBITAHBI B (pop-
Marax IMMYHOTHCTOXUMHUYECKOTO HCCIE0OBaHUS, UMMY-
HO(EPMEHTHOTO aHaJH3a H BECTEPH-OJIOTTHHTA.

B nacrosmee Bpems B ®I'bY «HULIOM um. 'ama-
nen» Munsnpasa Poccun takue uccnenoBaHus Ipozoi-
KAfOTCS U TIOCIEAYIOIIEr0 CO3JaHMs TPOTOTHITHBIX
TECT-CUCTEM Ha OCHOBE MMMYHO(MEPMEHTHBIX METOIUK
u G6enkoBoit amrniudukanyu [31]. CoBpeMEHHBIE TIOAXO0-
16l K quarsocTtuke [1b denoBeka M KUBOTHBIX MO3BOJIAT
pa3paboTaTh OTEUECTBEHHbIE TECT-CUCTEMBI C BBICOKOM
qyBCTBUTEIBHOCTBIO U CHCLHM(UUYHOCTHIO AJISI BBISIBIIC-
HUS TIPUOHOB HE TOJIBKO ITOCMEPTHO, HO U B JOKJIMHUYE-
CKOM CTaANM pa3BUTHsI 3a00JI€BaHMUSL.
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