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HUctopus uzyuenus memieHHbx uHdekunii (MI) xax Ha-
Y4HO¥ nipoOieMbl Havyanach B 1954 . — ¢ Toro MomMeHTa, Kor-
na B. Sigurdsson — npodeccop PeliKbsIBUKCKOTO HHCTUTYTA
sKkcnepuMeHTanbHON maronornn (Mcemanmgust) — mpounrtan
CBOM 3HAMEHHTHIC JIEKIUH B JIOHIOHCKOM YHUBEPCHTETE.
3amonro mo storo B. Sigurdsson ObuT mpuUINIaIeH UCIaH/-
cKkuMH pepMepamut JIJTst BBISICHEHHSI IPHYHH BOZHUKHOBCHHUS
MacCCOBBIX 3a00JIEBaHUH Cpe/i OBELl Ha Pa3IMYHbIX Gepmax
octpoBa. OH CTOJIKHYJICSA C BeCbMa Pa3HOOOpa3HBIMH KIIH-
HUYECKUMH IPOSABICHUSAMH 3THX IEHCTBUTENBHO pa3HBIX
3a00JIeBaHHM, CPEIH KOTOPBIX OBUIM MPH3HAKU TTOPAKECHUS
n HHC y XMBOTHBIX, U HAPYLIECHUSI CO CTOPOHBI JbIXaTEINb-
HBIX OpraHoB. OJHaKO, HECMOTPS Ha pa3iinuus CUMITOMA-
Tuky, B. Sigurdsson oOHapyXui MexIy STUMHU O0JIE3HAMU
1 OTPE/ICHHBIC YePThI CXOACTBA: HEOOBIYHO MPOIOJKUTEIb-
HBI MHKYOAlMOHHBIN Mepuof (Tofbl), MEAJICHHO Mporpec-
CUPYIOLIMH XapakTep TEeYeHUs Ipolecca, HEOOBIYHOCTh
MMOPaKCHUsSI OPTaHOB U TKaHEH W HeM30CKHBIN JICTaTbHBIH
ucxon. IMEHHO 3TH 4eThIpe MpHU3HAKA U JISTIH B OCHOBY
HaMMEHOBaHUs TaKHUX 3a0ojeBanuii, kak MU [1-3].

Cnycrsa tpu roga D. Gajdusek u V. Zigas [4] onyOnuiko-
BaJIM Pe3yNIbTaThl CBOMX HCCIIe0OBaHM Ha ocTpoBe HoBas
I'BuHes, rae cpeau mamyacoB-KaHHHOAIOB IIUPOKO pac-
MIPOCTPAHUIIOCH CMEPTENbHOE 3a00IeBaHue — Kypy. Bekope
Onaronaps pesyabraraM aHaiu3a, nposeneHHoro W. Hadlow
[5], cTtano o4yeBHUAHBIM OOIBIIOE CXOACTBO KIMHUYCCKUX
MPOSIBIICHUH, 3MUJEMHOJIOTHYECKUX ITOKa3aTrejae U mnato-
MOP(OJIOTHUECKO KapTUHBI Kypy Y 4eJOBeKa U CKperu y
oBell. DTo 03Ha4ajuo0, yTo MM Moryt nmopaxarb He TOJIBKO
JKUBOTHBIX, HO U Jirofieit. [TomoOHOe nomymieHne 3HaYUTEIb-
HO MOBBICHIIO UHTepec K MU 1, ecTeCTBEHHO, K BBISICHEHUIO
ux npuuuH. Hanmomuum, yTo TOraa, B cepequHe XX cToie-
TUSI, HAOJIFOIAJICS TTepHo]] OYPHOTO Pa3BUTHS METUIIMHCKOM
BUPYCOJIOTHH, CBSI3aHHBIHN C IPOIOIDKAIOIIUMUCS OTKPBITHSI-
MU HOBBIX BUPYCOB — BO30OYIHUTENEH OCTPBIX JTUXOPATOUHBIX
3aboneBanuii [6]. OTcroma MOHSTHO, TOYEMY B TOUCKAX BO3-
Oymuteneir MU rocnopcTBoBaio MHEHHE 00 UX BUPYCHOU

npupoze. M Bckope Takoe MpeanoiokeHue AeHCTBUTEIEHO
Ha4aJo OINpPaBIbIBAThCA.

B 1960 r. B maboparopuu B. Sigurdsson Obln BbLIEICH
BUPYC BUCHBI — BO30yuTesnb TunnyHoit MU osell, onucan-
HOU ellle aBTOPOM B CBOMX IeEpBbIX Jeknusx. [lo mopdo-
JOTHYECKHM M OMOXMMHYECKHM CBOMCTBAM BUPYC BHCHBI
oKazaJcst OJIM30K XOPOLIO U3BECTHBIM OHKOpHaBHUpYycaM [7].
OTO OTKpBITHE elle Oosiee YKpEenuiIo MHEHHE O BUPYCHOM
npupone MU. U Bckope ObLI MOTyUYeH elle OUH apryMeHT
B TOJIb3Yy TaKOTO IMPEJCTABICHUs: YCTaHOBJIEHA BHPYCHas
npupona uzBectHou emie ¢ 1933 . MU neteit u moapocTKOB
— MOAOCTPOTO cKiIepo3upyroniero nandumedanura ([ICI1D),
CMepTeJIbHOTO 3a00JIeBaHNS, BEI3BIBAEMOT0, KAK 0Ka3aJI0Ch,
BupycoM kopu [8]. JlanbHelilee pa3BuTHe MPOOIEMbI yiKe
MeICHHBIX BUpYCHBIX nHpekuit (MBU) ornruanock Heo-
OBIYaifHBIM AMHAMU3MOM: POJUBIINCH B PAMKaxX BETEpHHA-
puH, mpobiieMa YBEpEeHHO BOIIAa B MEAUIMHY, korqa MBU
OBLIM MHOTOKPATHO ONMCAHbI y uesoBeka (Tadi. 1).

HecMmotps Ha TO 4TO B OCHOBE pa3BUTHA JitoOoir MU ne-
KHUT OJMH M TOT K€ MPOILECC — MEPCUCTCHIUS BO30YINUTE-
15 — MexaHu3M (opMHpOBaHMS MATOTeHe3a Ka)XI0ro KOH-
KPETHOTo 3a00JIeBaHMs OKa3ajcs BecbMa pa3siMuHbIM. Tak,
HampuMep, TPU BPOXKIACHHOW KpPacHyXe BHPYC BBI3BIBACT
BBIPOKCHHOE CHMIKEHHE CKOPOCTH MpOJH(epannd U Ku3-
HECIIOCOOHOCTH 3apa)KEHHBIX KJIETOK, YTO MPUBOIUT K Ha-
PYLIECHHIO IIpoliecca 3aKJIaJKU U Pa3BUTUS OPraHOB U TKa-
Hell B opranm3Me ruiona. 1 ueMm pasbie 3T0 MPOHUCXOJIHT,
TeM OoIblllee KOIUYECTBO AHOMAJHMH PETUCTPUPYIOT NPH
POKICHUH, HEPEIKO HECOBMECTUMBIX C KU3HbIO [9]. Ilpu
passutun IICIID, BbI3BIBAEMOIO BHPYCOM KOPH, HaIpo-
TUB, BBISIBICHHBIE B CHIBOPOTKE KPOBH M CITMHHOMO3TOBOM
JKUJIKOCTH B Ou€Hb BBICOKOH KoHIeHTpamuu (1:16 000 !)
IIPOTUBOKOPEBbIE AHTHUTENA MPSIMO CBHIETEIbCTBOBAIU 00
WHBIX MEXaHW3Max IaToreHeza 3toro 3aboneBanus. Oxa-
3aJI0Ch, YTO paHHee (M0 2-JIETHETO BO3pacTa) IepeHece-
HUE KOpH pebeHKoM noBblimaet puck pazsutus [ICI13, urto
00yCIIOBJICHO HAaKOIJICHHEM B OpraHusme aedekTHbIX hopm
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Taobnuia 1

MeieHHbIE BUPYCHbIE nmbemmu YeJa0BEKa

HaumenoBanue 6os1e3HI

‘ Boszoynurens

ICI1S

IomocTpslil mocaeKOPEBOH JIEHKOIHIIE-
anut

ITporpeccupyrorasi BpoXKJIeHHasi KpacHyXa

IIporpeccupyromuii KpacHyIIHBINA
naHdHIehanuT

[omoctpslit repreTnyeckuii sHIEHATUT

IMonocTpslit aneHOBUPYCHBIH dHIIE(Da-
JIUT

I[Iporpeccupyromniasi MHOr004arosas
neiikosHIeharonaTus

XpoHuueckuil HHPEKIHMOHHBIH MOHO-
HYKJIE03

LluTOMEraIoBUPYCHOE MOPaKCHHE

[TapamukcoBupyc — BUpycC
KOpH

Tor xe

ToraBupyc — BUpyC KpacHyXH

Tor xe

Bupyc npocroro reprneca

AnenoBupycsl timna 7 u 32

[TanoBaBUpPYCHI — BUPYCHI
JC u OB-40

I'eprieToBUpyC — BHpYC
Omnmreiina—bapp

HuTtomeranoBupyc

Mo3ra

KoXeBHUKOBCKAS STIUIICTICHUS H TIPO-
rpeccupyonuii Oyab0apHbIi mapanny

Bupyc KiIemeBoro sHiie-
(anura

XPpOHHYECKHH MEHUHTOHIIC(PATUT PH
AMMYHOCPUITITE

Bupycel nonnomuennura u
ECHO

BupycHsiii renatut B Bupyc renaruta B
Bupycusiii renatut C Bupyc renaruta C
Bupycusiii renatut D Bupyc renaruta D
Bupyc renarura G

IMapsasupyc (?) - TTV

Bupychbiii renarut G
Bupycnsiit renarut TTV

CuHIpoM NpHOOPETEHHOTO UMMYHOzIe-  Bupyc ummyHoznedunura

(urmra yeJ0BeKa

T-knerounast mumpoma Omnkopuasupycet HTLV-1
HTLV-II

Bankanckas suneMudeckas Hedpornarus HexnaccupuuupoBaHHbINH
BUPYC

BerieHcTBO Bupyc Oemencra

JlumdounTapHbIii XOPHOMEHUHIUT Bupyc numdonuraproro

XOPUOMEHHUHI'UTA

Me uieHHas TPHUIITO3HAS HHPEKIINS Bupyc rpumnma A

BUpYCa, IPUBOJSIINX K CIa00BBIPAKEHHOH, HO TIOCTOSTHHOM
AQHTUTEHHOM CTUMYISMA WMMYHOKOMIIETEHTHBIX KIJIETOK,
BBI3bIBasl THIEPIPOLYKIHIO aHTUTEN, KOTOpbIe HEHTpau-
3yIOT TIOBEPXHOCTHBIE BHpYCCHENUpHUECKHe OCNKH, HO
COXPaHSIOT HEIOCTYHMHOCTh KJIETKH JJISI ITATOTOKCHYECKUX
JTUMQOILIUTOB MM UMMYHHOIO JIM3MCa KOMILIEMEHTOM [8].
Eme onun npumMep cBoeoOpasusi marorenesa Mbl HaOo1a-
eM 1ipu (POpPMHUPOBAHNN MEJIEHHON TPUIIITO3HON HH(EKIMN
Y 4aCTH IIOTOMCTBA MJICKOITUTAFOIIHX (MBIIIH ), POTUBIIUXCS
OT CaMOK, 9KCIIEPUMEHTAIILHO 3apaKEHHBIX BUPYCOM I'PHUII-
ma, WIM OT caMoK-BUpycoHocurenei [10]. B atom cimyuae
MEXaHU3M IaToreHe3a o0yCJIOBJIEH HapylIeHUEM CUHTE3a B
Makpodarax WHTepielKnHa-1, 4TO MPUBOAUT K Pa3BUTHIO
BBIpaXEHHOTO MMMYyHOeduuTa mona [11]. B pesynsrare
y IOTOMCTBA BMECTO CTOJIb XapaKTepHOH Ul I'PUIIIIO3HOM
WH(EKIIMN BOCIIAIUTEIBHON PEaKIy MPaKTUHIECKU BO BCEX
opraHax M TKaHSIX Pa3BHBAETCs MEPBUYHO-JETCHEPATHBHBIN
mpolecc BIUIOTh A0 (GOPMHUPOBAaHUsS I'yOKOOOpa3HOH 3HIe-
¢astonaTuu ronoBHoro mo3sra [12]. 3tu 6e3ycioBHbIE ycIIe-
XU B OIMCaHuU HOBBIX MBMU 1 BBIICHEHUN UX MEXAHU3MOB
MOCITY KHJIH JIOTIOTHUTENbHBIM CTUMYJIOM B TOMCKAaX HOBBIX
MBMU He TonbKO y 4enoBeka, HO U Y )KMBOTHBIX (Tallr. 2).
HeTpyaHo moHsTh, 4TO ¢ caMOro Hadaja BCs Ipobiaema

MU uyenoBeka M KMBOTHBIX IPEACTaBIsUIacCh M pa3pada-
THIBAJIaCh KaK BHUPYCOJIOTHYECKAS, K YeMY JCHCTBUTEILHO
UMEIIUCH U JI0 CUX TIOP UMEIOTCS HeMallble OCHOBAHHUS, TEM
Oosee 4TO MPAKTUYECKH O MOCIEIHEr0 BPEMEHHU, XOT U
«HEJIaBUHOOOPa3HO», onucanue HOBbIX MBU Bce e mnpo-
HCXOJUT. XOPOILIHM IIPUMEPOM CITYIKUT OTKPBITHE BUPYCOB
HMMYHOJe(UIUTAa YeIOBeKa, CIOCOOHBIX (OPMUPOBATH
TUIMYHYIO MEAJICHHYIO (hopMy HH(EKIIMOHHOI0 Ipouecca
¢ MHKyOanuoHHBIM nepuonoM 1o 12 jer [13]. Bmecre ¢
TEM YXK€ B IEPBBIC TOJbI HA (POHE ITHOIOTUYECKOTO, MATO-
TeHETUYECKOTO M KIMHHYECKOTO pa3sHOOOpa3us, KOTOPhIM
oTIHYaNnCh BbIsBIsieMble MBU, B nureparype HauMHAIOT
MOSIBIIATHCSI COOOIICHHMS, ONHCHIBAIONINE 0COOYIO TPYIILY
MU denoBeka W KUBOTHBIX, MAaTOMOP(OIOTHYECKHE H3-
MEHEHHS MPU KOTOPBIX B OpraHU3Me OTIMYAIOTCS BeChbMa
CYLIECTBEHHBIM OJHOOOpazueM: B OpraHu3Me OTCYTCTBY-
10T IIPU3HAKU BocnajneHus u Hapsaay ¢ otum B LTHC pa3Bu-
BAeTCsl MEIUICHHO IPOTPEeCCUPYIONIas KapTHHA BBIPAKCH-
HOTO MEPBUYHO-AETEHEPATUBHOIO MPOLECCa B TOJIOBHOM,
a MHOINA U B CIIMHHOM Mo3re. VMI3MeHEeHMs BbIpakaroTcs
B KapTUHE Tuleid HeWpPOHOB, HAKOIUICHUH aMUJIOWIHBIX
OJsiIIeK ¥ BBIPAXKEHHOM IHo3e. B urore Bce 3TH M3MeHe-
HUS NIPUBOAAT K (OPMHUPOBAHUIO TAaK HA3bIBAEMOIO Iy0-
KOOOpa3HOro cocTostHUs (status spongiosus) MO3TOBOM
TKaHHU, YTO W MOCIYXHJIO OCHOBaHUEM JJIsi 0003HAYCHHUS
JTOW TPYMITBI 3200JIEBaHUN KaK TPAHCMUCCUBHBIE I'YOKOO-
opasnsle sHnedanonaruu (TT'D). IMeHHO Takylo maToru-
CTOJIOTHYECKYIO KapTHHY U IPOAEMOHCTPUpOBai B 1954 .
B. Sigurdsson [3] B ofHOlW M3 CBOMX JIEKIIH, B KOTOPOI
omucal naBHO u3BecTHyr0 MU oBer — ckpemnu, Xapakrte-
PHU3YIOLIYIOCS NPU3HAKAMHU PE3KOr0 Pa3IpaKeHHUs KOXKH,
BO30YJIMMOCTBIO ¥ HAPYIICHUEM KOOPIWHAIIMH JIBUKCHUIH.
Bravane pa3BuBaeTcs aTakcHs, a 3aTeM HECTOCOOHOCTB
JKUBOTHOTO CTOSTh. Bce 3TH nposiBIeHUs CO3Aal0T BeCbMa
TUIMYHYIO KapTHHY, 00JEer4aronyo NoOCTaHOBKY IHarHo-
3a. 3a0oneBaHUE Pa3BUBAECTCA MEAJICHHO, NPOAOIIKAETCS
OT HECKOJIBKMX MECSIEB 10 HECKOJIBKUX JIET M BCerga Ha
(hoHe mporpeccupyroero HCTOLUICHNS 3aKaHYUBACTCS TH-
0eJIpI0 JKUBOTHOTO. HecMoTpst Ha mmpokoe pacmpocTpaHe-
HIE B Pa3HBIX CTPaHax, MpHUpoJa 3a00IeBaHIsI 0CTABANIACh
HEU3BECTHOW, U CKpPEIHU JO0Jroe BpeMs paccMaTpuBajach
KaK YHUCTO CeNIbCKOXO03siicTBeHHas npobiema. MemyieHHOe
W3y4YeHHE CKPEId BO MHOTOM OOBSCHSIOCH BHIHYXKICHHO-
CThIO NPOBENICHUS DKCIIEPHMEHTOB Ha OBIAX, YCIICIIHAs
nepeniada 3a00JeBaHUsl MbIIIAM U JAPYyTUM J1a00paTOPHBIM
JKUBOTHBIM OKa3ajlach IE€PEJIOMHBIM MOMEHTOM B HCTO-
pHUH M3YYCHHUs 3TOTO 3a00JIeBaHUS, J1a U BCEil MPOOIEMBI B

Tabunuma 2
MensieHnble BUPYCHbIE HHGEKIHH ;KUBOTHBIX

Haumenosanue 00ne3Hu ‘ Bos0ynurens

Buchna Bupyc BucHbt

WudexunonHas aneMus Jomajei Bupyc nndexnonHoit

aHEeMUU JIOMIaIeH

Bonesuns bopua Bupyc 6one3nu bopha

Aneytckast 60J1e3Hb HOPOK Bupyc aneyrckoii 0os1e3Hn

HOPOK

JIumdouutapHbIi XOPHOMEHUHTUT
MBIIIEH

Bupyc numdonuraproro
XOPHOMEHHHTUTA

Bemencrso cobax Bupyc Gemiencra

AdpukaHckast TuxopajKa CBUHEH Bupyc appukanckoii muxo-

paaKu CBUHEH

Me/uieHHas TPUIIIO3HAS HHPEKINS
MBIIIIEH

Bupyc rpunma A



menom [14]. CxogHas KapTUHA MATOTHUCTOIOTHUECKUX U3-
MEHEHUH omucaHa U OpH Kypy y jdtonei. [Iponomkurens-
HOCTb MHKYOAaIlMOHHOTO IE€PHOJla COCTAaBJIAET B CpPEeIHEM
5-10 71eT, omHAKO MOXET Mmpomorkarees 25-30 u maxke 10
50 net [15, 16], ecnu 3apakeHuEe MPOUCXOIUT B IOHOCTH
WM paHHEM JIeTCKOM Bo3pacTte. Bee matorucronoruueckue
W3MEHEHMsI TIPU Kypy orpanuduBaiorcs toibko B [THC u
Ha QoHe runepTpopun U nponudepannn acTporIHH BbIpa-
JKArTCcs B (POPMHUPOBAHUM THUIIMYHOM ryOk0o0Opa3HOW H-
nedanomnaruu. B xone HacToitunBeix mouckoB D. Gajdusek
CyMeI IepesiaTh Kypy IIAMIIaH3€e, a BIIOCIEJACTBUH U HU3-
UM 00€3bsiHaM, YeM M JoKa3ajl HHPEKIIUMOHHYIO IPUPOITY
xypy [17, 18].

OTH HaXOAKM 3aMETHO MOBBICWIIM MHTEpEC K MOJOOHO-
TO pona 3a00JeBaHUsIM, M C TE€X MOp B JIUTEparype Imocre-
MIEHHO HaYyalll HaKaIUTMBAThCsl COOOLICHUS, OMMCHIBAIOIIIC
MH(EKIMOHHBIE 3a00JIeBaHNs YeJIOBEKa M YKUBOTHBIX, NPH
KOTOPBIX pa3BUBaJach OHA U TAKKe KapTHUHA IaTOIUCTO-
JOTHMYECKUX HApPYIICHUH, BRIPaXKAIOIIASACS UMEHHO B THOe-
JM HEHPOHOB, HAKOIUIGHUH AMHJIOWIHBIX OJSIIEK, pa3BH-
TUM TNIH03a U (POPMUPOBAHUU I'yOKOOOPA3HOTO COCTOSHHS
(status spongiosus) MO3roBO TKaHU. Tak, KOJUIEKTUBY IO/
pykoBoactBoM D. Gajdusek, moOMUMO yCIIEXOB MpH H3yue-
HUHM Kypy, B 1968 T. ymaercst BBIACHUTH WH(EKIHOHHYIO
npupony eue ogHoir MU uenoBeka ¢ HEYCTaHOBIEHHOMN
JTHOJIOTHMEH, M3BecTHOM emie ¢ 1920-x rogoB — 0oJe3HH
Kpeiitudensara—dkoda (BKS), momyuus pa3BuTHe KIHHU-
4eCcKol KapTHHbI 3a00JIeBaHus Y IMMIIAH3€ [10CIIe BBEACHHUS
JKUBOTHBIM MO3IOBBIX T'OMOI'€HaTOB OT MOTMOMIMX JIIOAEH
[19]. BK4 pacmipoctpaneHa 1mo BceMy MHUPY M BCTPEJaeTcst
¢ gactoroit 1-2 cioyuas va | mutH momynsanuu B rof. OxnHa-
ko B Ymnu, M3paune u CaoBakuM CyLIECTBYIOT KJIACTEPBI,
rie 3a00J1eBaeMOCTb OKa3bIBAETCs 3HAUNUTEIbHO BbIlLe [20].
3a00JIeBaHHIO TOJBEPTHYTHl U MYXKYHHBI, U KCHIIUHBI B
Bo3pacte 55—75 ner. B KIMHUYECKON KapTHHE XapaKTEpHBI
OBICTPO Mporpeccupyroliee ciaboymue, MUOKIOHYC U 3a-
METHO ITPOTPECCUPYIOIINE ABUTATEIbHBIC HAPYIICHHS, YTO,
KaK TIpaBUJIO, B TEUCHUE HECKOJIBKHX MECSIIEB MPUBOIUT K
CMEpTENbHOMY HCXOAy. B oTnnume oT BceX M3BECTHBIX MH-
(hexoHHbIX 3a00neBanuii 11 BKS xapakTepHo To, 4TO U3
100% 3abosneBiux y 85% BKSI Bo3HuKaeT kak criopagude-
ckoe 3a0osieBaHue Jitofiel crapiiero Bo3pacta, y 10—15% —
KaK HaCJIeJICTBEHHOE 3a0oJeBanue u MeHee 4yeM y 1-5% ata
00Jie3Hb pa3BUBAETCS KaK HH(EKLINOHHAs, T.e. B pe3yJbrare
BHEIIHETO 3apakeHus [21]. DToT mocnequnii BApHaHT MO~
pasyMeBaeT Tak Ha3bIBaeMbIC SITPOTCHHBIE CIydan 3abolie-
BaHMS, CBA3aHHBIE ¢ MEJULUMHCKUMU MAaHUITYISLUASAMH WINA
repecaskaMi TKaHEBBIX MaTepHalioB OT YeJIOBEeKa K 4eo-
BeKy. BriepBbie moo0HbIH ciy4aid Obut onucan B 1974 . y
MaUeHTa, KOTOPOMY IEepPECaANIIN POTOBUIly OT Tpyna [22].
Brnocnencteun cinyuan passutus BKS peructpuposanu
MOCJe NPEepPecagKy MEYEHH, POTOBHIIBI, TBEPION MO3TOBOU
000JI0uKH, B pe3yabrare BBeAeHHs ropmona pocta, ['TL,
MepeNnruBaHus KPOBH, a TAKXKe B PE3yJbTaTe UCTIOIb30BaHHS
HEJJOCTaTOYHO XOPOLIO MPOCTEPHIM30BAHHBIX AIEKTPOIOB
JUISL CTEPEOEKTPOIHIePanorpaduu UM XUPYPrHUSCKOTO
uHCTpyMeHTapus [23].

Hapsiny ¢ otkpsiTieM HOBBIX TI'D yenoBeka yBennyuBai-
Csl CIIMCOK ITOZOOHBIX 3a00JIeBaHUI U y ®KHUBOTHBIX. Kpome
JIABHO W3BECTHOM CKpEeNH, Ha HOPKOBOIYECKUX (epmax
mraroB Buckoncun u Munnecora (CHIA) B 1947 1. 3a-
perucTpupoBaHa TPAHCMHCCUBHAs dHUE(DATONATH HOPOK
(TOH), nndexunoHHas NpUpoAa KOTOPOH NoATBepKAaIaCh
nepeiadeii 3a00JeBaHUsl C TIOMOINBI (DUIIBTPATOB 3apa-
JKCHHBIX OPraHOB OT OONBHBIX KHBOTHBIX 3710pOBbIM. WH-
kyOarmonnsid neprox npu TOH mo 1 ropa. 3aboneBanue
TOCJIE TIEPBBIX CHMITOMOB JJIUTCS OT 2 10 6 HEO M Bceraa
3aKaHYMBACTCs JICTalmbHO. [Ipu BCKpPBITHH OOHAPYKUBAIOT
BBIPQXKEHHYIO TyOK000Opa3HyIo 3HIe(aT0NaThio ¢ IPKO BbI-

paXeHHBIM acTporuTo3oM Helipormuu [24]. K atomy cru-
CKy cienyeT n100aBUTh M OOHApyXeHHYI0 B 1978 T. B mtare
Konopano (CLLA) «XpoHHYECKYIO U3HYPSIOLIYIO OOIE3HB
(XB) oneneit m noceit — 3aboyieBaHUE, XapaKTEPU3YIO-
nieecst TyoOkooOpa3Hoi 3HIedanonaTueil ¢ acTpoLuTo30M U
(hopMUPOBAHNEM aMUJIOMTHBIX OJISIIEK B TOJTOBHOM MO3TeE.
XWBb 3apeructpuposana B CIIA u Kanane cpeau oneneit
U JIOCeH 300MapKOB, a TAaKXkKe CPeAU CTaJl, HaXOAALIUXCS B
€CTECTBEHHBIX yCIOBHSIX [25].

Hecmorpst Ha yOenuTeNbHbIC JJ0KAa3aTebcTBA HHPEKIHU-
oHHOI npupoas!l TI'D u y yenoBeka, U y )KUBOTHBIX, JI0JITOE
BpeMsl HE YyNaBaJIOCh BBIIBUTH BO30YAWTENS HU B OZHOM
ciydae 3Tux Oose3Heil. MeXay TeM MCCleIoBaHHs B ATOM
HalpapJIeHUU MpHoOpeTanu Bce Oojee MIMPOKUH pa3Max,
9YTO BO MHOTOM OOYCIIOBIEHO BO3MOYKHOCTBIO IMepenaqyu
psana TI'D naGopaTopHbIM KUBOTHBIM, INIaBHBIM 00pa3oM
MBIIIAM U XOMSIKaM. MHOTOYHCIICHHBIC HCCIIEI0BATEIIN UC-
MI0JIb30BAII BUPYCOJIOTUIECKHE TIOAXO/IbI, OCHOBBIBAsICh HE
TOJIBKO Ha pesynpTratax oTKpbiTus MBU, HO u Ha ocHOBa-
HUM YK€ H3BECTHBIX, XOTS M KOCBEHHBIX XapaKTEPUCTUK
MIPE/I0IaraeMoro HHPEKIMOHHOTO areHTa. JleiicTBUTEeIbHO
arent Bcex TI'D mpoxomaun yepe3 OakrepuanbHblie QUIBTPHI;
HE Pa3MHOXKAJICS Ha UCKYCCTBEHHBIX IUTATEIbHBIX Cpelax;
BOCIPOU3BOAMI (PCHOMEH THTPOBAHMS; HAKAIIMBAJICSA [0
xoHuentpauuu 10°-10" UJI, B 1 T Mo3roBoii Tkauu; ObLI
Croco0CH aJanTHPOBAThCS K HOBOMY XO3sMHY; 00Maja
TEHETHYECKHM KOHTPOJIEM YYBCTBHTEIBHOCTH HEKOTOPBIX
X0351€B; BOCHPOMU3BOIUI (heHOMEH MHTep(EpeHHH; CII0CO-
O€H K IepPCUCTEHLINH B KJIIETOUHBIX KYJIBTypax, 10Iy4eHHBIX
13 OPraHoOB M TKaHEH 3apa’KeHHOTO >KUBOTHOTO [18]. OTH 1
HEKOTOpBIE JIPYTHe YepThl, Ka3ajoCh, SIBHO YKa3blBalH Ha
CBOMWCTBA, XapaKTEepHbIC ISl IIUPOKOTO Kpyra M3BECTHBIX
BUPYCHBIX BO30ynuTeneil. BMecTe ¢ TeM HEKOTOpbIe CBOIi-
cTBa UH(peKInOoHHBIX areHToB TI'D OKa3bIBaNINCh 10CTATOY-
HO HeoObyHbIMH. Bo30Oyaurenu TI'D omnyanuck ycTouu-
BocThiO K AeiicTBusim JIHKa3er u PHKa3wl, ynbsrpaduonera,
MIPOHUKAIOIICH pajiualiy, YIbTpa3ByKa, IIIyTapalibIerua,
OeTa-ponuoIakToHa, (OpMabIeTHIa, MICOPAICHOB, TO-
Jyona, KCUjoja, 3TaHona, HarpeBanusa 10 80°C u maxe HE
MIOJIHOCTHIO HHAKTUBUPOBAIHUCH MOCTE KumssueHus [17].

B cBs13u ¢ aTMu ocobeHHOCTIMU 1151 BO3OyuTeneit TI'D
JKe TPeIaraiich pa3iMyHble HAMMEHOBAHHS, OJHAKO
BCS OTa HEOIPEAEJICHHOCTh OblIa yCTpaHeHa Onaronmaps
pe3ynbraTaM KOMIUIEKCHBIX HCCIEJOBaHHUN, MPOBEAEHHBIX
aMepuKkaHckuM OnoxumukoMm S. Prusiner. Im mpexne Bce-
ro OBbUI TIOJyYeH HMCXOAHBIA WH(EKIMOHHBIA Marepual B
BUJI€ TOMOTeHaTa MO3ra 3apakKeHHbIX BO3OYIHMTEIIEM CKpe-
II1 XOMSKOB, Y KOTOPbIX MO3roBasi TKaHb copepskaia B 100
pa3 Oosblie UHPEKIIMOHHOTO areHTa, YeM y Mblmel. Mc-
MOJIB3Ysl OKCTPAKIHMIO JleTepre’ramu, auddepeHnmaib-
HOE IeHTPU(YrupoBaHue, oOpadOTKy HYKIIea3aMH, MpO-
TeazaMM M aHaJM3 B I'eJIMEBOM 3JIEKTpodopese, OH cyMmel
MPU COXPaHEHHHM WH(EKIIMOHHOCTH OYUCTUTH HCXOIHBIN
marepuan B 100 pa3. [ocneayromiee (pakiimoHupoBaHue
B TPaJUEHTE IUIOTHOCTU Caxapo3bl MO3BOJIWIO (TaKKe MPH
COXpaHEHHHM HMH(EKIUOHHOCT ¥ KOHEYHOH OYHCTKE B
100-1000 pa3) ompemeiauTh YUCTO OCITKOBYIO OC3HYKIICH-
HOBYIO TIPUPOJY BO30YAWTENs CKpelu B BUAE MOJIEKYI
OJTHOTO BHJa MOJeKynsipHoi maccoit 27-30 k/I. S. Prusiner
0003HauMII OOHAPY)KEHHBIA UM WH(EKIIMOHHBIN OENIOK Kak
«MH(MEKNMOHHBI MPHOHHBIA OENOK», a B KayecTBE WH-
(eKIMOHHOM eMHUIBI MPEATIOKMI UCIIOIB30BaTh TEPMUH
«prion» Kak aHarpaMMy aHIJIIMHCKHX CIIOB — prote-inaceous
infectious (particle). Takum 0Opa3om, IPUOH TPEACTABISIET
€000 MH(EKINOHHYIO EIMHUILY, COCTOSIIYI0 U3 MOJIEKYII
MHQPEKIIMOHHOTO TPUOHHOTO Oelka [26].

YV MIIEKONUTAIOIMX NPUOHHBINA OEJIOK MOXET CyLIEeCcTBO-
BaTh B JIBYX U30(OpMax, T.€. B 30POBOM OpraHH3Me OOHApPY-
JKHBAIOT HeWH(EKIIMOHHBIN TPUOHHBIHI OEIOK TOTO e CaMOro
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aAMHUHOKHCJIOTHOTO COCTaBa U TOM K€ CaMOl MOJIEKYJISPHON
MAacCCHI, T. €. TaKKe COCTOSIINI U3 253 aMUHOKHCIIOT, HO HE
oOnaaroruii MHPEKIIMOHHOCTHIO ¥ OTIIMYAIOIIUNACS OT WH-
(heKLIMOHHOTO JIMIIb CBOCH TPETUYHOM U JayKe YeTBEPTUUHON
CTPYKTypoO#. B oTmiume oT MHPEKIMOHHOTO MPUOHHOTO Oell-
Ka ero HemH(peKIMOoHHas N30 opMa (MPUHUMAsI BO BHUMaHHE
€ro KJIETOYHOE MPOUCXOXKICHHE) Oblla HAaMMEHOBaHA Kak
«HOPMAJIbHBIY» MM «KJIETOYHBIA MPUOHHBIH Oenok», 000-
3HaYeHHEI cumBomoM PrPC (or anmmiickoro Prion Protein
Cell). I'er PRNP, komupyromiuii cunres 6enka PrPC, Haxomut-
Csl B KOPOTKOM TIIede XpoMocoMbl 20 4eoBeKa U B XpOMOCO-
Me 2 MbIIH. [eH cOCTONT U3 ABYX pa3leieHHbIX HHTPOHOM
9K30HOB. [1epBblif U3 9K30HOB CONEPIKUT HETPAHCIUPYEMbIe
TIOCIIE/TOBATEIHFHOCTH, B TO BPEMsI KaKk BTOPOI BKJIFOYAET OT-
KPBITYIO PaAMKY CUMTBIBaHUsI, KoAupyeT cooctBenHo PrPC. Ten
SIBJIACTCS BBICOKOKOHCEPBAaTUBHBIM, M HAWBBICIINI YPOBEHb
€ro AKCHPECCUM OTMEYEH B HEWPOHaX, Ile KOHLEHTpalusd
uPHK st PrP¢ okaseiBaercsi B 50 pas3 Bblllie 110 CPABHEHHIO C
TaKoBOM B KieTkax i [23, 27, 28]. CunTe3upysich B 3HI0-
IUIA3MaTHYECKOM PETUKYIYME KIIETKH, OEOK MOKUAAET ero,
IIPOXOAUT uepe3 armnapar [obHK1 1 HaKaIUIMBAeTCsl Ha I10-
BepxHocTH KieTok [23]. TIpencrapisist COOOH ITMKOIIPOTEUH
C MIPUCOETMHEHHBIM K HeMy TUIpo(oOHBIM TiTuKo3miI(ocdo-
TUIWIMHO3UTOJIBHBIM SIKOPEM U caxapaMH, OH [IepBOHAYAIIb-
HO SKCTIPECCHUPYETCs] B TIEPHOJl PaHHETO SMOpHOTeHe3a, a y
B3pOCIIbIX 0COOCH JIOKAIN3YeTCs TIIaBHBIM 00pa3oM B HEWpPO-
Hax TOJIOBHOTO MO3ra W CIIMHHOM MO3Te, a TaKkkKe B 3HAYH-
TEJIbHO MEHbBILIEH KOHLIEHTPaLuK B KJIE€TKaxX IJIUH, CEJIe3eHKH,
muMdarraeckux y3ioB [23, 29]. IIpu ananuze GyHKINH Kie-
TOYHOTO MPHOHHOTO Oenka PrPC BhIsiBIIeHA €ro BayKHYIO POJIb
B TIOJ/ICPKaHIH COXPAHHOCTH HEHPOHOB U IVINH B OTHOLIICHUH
OKHCJIUTENBHOIO CTPecca, MPUYACTHOCTH K MPOLIECCaM pery-
JISILUY COAEPIKaHUsI BHY TPUKIIETOYHOTO KaJIbLIMs B HEHPOHaX,
y4YacTusl B TIOJICP)KaHUH HOPMAaJIbHOTO (DYHKIIHOHUPOBAHHS
CHHAIICOB, B METa0OIU3Me MEIH, B TPAHCAYKIMU CHUTHAJIOB
B HepBHOH TKaHu [30]. B mocnenHee Bpemst moka3aHa Bax-
Hasl pojib TOro Oejlka B SMOpHOTeHe3e, TUTIOPUITOTEHIINN 1
nuddepeHany SMOPUOHATBHBIX CTBOJIOBBIX KIIETOK [31],
a TaKKe B Mpolieccax MplieuHol perenepaiyu [32]. Eme ox-
Ha (QYHKIHS HOPMAJIBHOTO MPHOHHOTO Oeika PrPC¢ ces3ana ¢
MOAZIEP)KAHUEM B KJIETKaxX, TKaHsIX, OpraHax U OpraHu3Me B
LIEJIOM TaK Ha3bIBACMBIX IUPKaIMaHHBIX PUTMOB (OT JIarT. circa
— okoio, dies — JIeHb), T.. OKOJIOCYTOYHBIX PUTMOB TIOKOS H
aKTUBHOCTH, YTO XOPOLIO MOAKPEIUIeTCs (PAaKTOM OTKPBITHS
B 1986 1. E. Lugaresi u coasr. [34] HoBoit MU, 0003HaueHHOA
KaK «CcMepTelibHasi ceMeiiHasi OeCCOHHUIIA». ABTOPBI OOHa-
PYKWIIM TTAlIMEHTOB, CTPAJAIOLUINX CHIDKCHHEM B OpraHH3Me
CHHTE3a KJICTOYHOTO MPUOHHOTO Oesika PrPC. V Takux monei
PErHCTPUPOBAII PE3KOE COKpalleHHEe MPONOIKUTEIBHOCTH
CHa, Pa3BUTHE TAJUTIOIMHALIUM, YTPaTy UPKaJHaHHBIX PUT-
MOB, B KOHEYHOM CUETe TaKue JIMLA TOTHOaIH 0T OECCOHHU-
uel. Onucansl yxxe 6omnee 100 ciaywaeB 3toro 3a0oneBaHus
cpenu 40 cemeiict, npoxuBatonmx B Wrtammu, [epmannmy,
Agcrpun, Ucnannu, Bemukoopurtanrm, Opanmym, OuHISH-
mun, CIOA, SAnonun, ABcrpamuu, Kurae u Mapokko [35].
[TpuoHHSI OesoK B OpraHnu3Me JItoel 1 >KUBOTHBIX, CTpajia-
romux TI'D, naxonures B apyroit popme, koTopas 0603Haya-
ercst abOopeBuarypoii PrPS (ot anri. Scrapie), 4to cBsi3aHO ¢
TEM, 4TO 3a00JICBaHNE CKPEITH BCTPEUAETCsI B IPUPOJE, U STOT
0es1oK ObUT BBIZICTICH U3 MO3TOBOM TKaHU 3apayKCHHBIX HMEH-
HO BO30ymuTeneM cKpenu XoMsiKoB [26]. MHbekmoHHbII
MPHOHHBIH Oeok PrP% okasaiicst yCTOWYMBBIM K HyKJIea3aM
(PHKa3ze u JIHKaze), Y®-00my4yeHuo, TOpOHUKAIOIIEH pa-
JMAIMU, TAKAM OPraHMYEeCKUM PacTBOPUTENSAM, KaK TOIYOJ,
KCHJIOJI M 3TaHOJ1, HarpeBaHuo 10 80°C, a Taroke, YTo OTINYa-
€T ero OT HOPMAJILHOTO KJIETOYHOTO TPUOHHOTO Oenka PrPe,
n K neiictButo mporeassl K [26-28]. Tlpouecc yBenmmueHust
KOJIMYECTBa Takoro Oenka PrPS® B opranmsme 3apaskeHHBIX
JIOAEH MM KUBOTHBIX MPUHLMIIMAIBHO OTIIMYAeTCs OT Mpo-
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1ecca pa3MHOKEHHUS BO30yIUTeNIeH BUPYCHBIX MIIH OaKTepH-
AITBHBIX HHQEKINIA M OCYIIECTBISCTCS Onaroaapsi U3MEHEHH-
SIM TPETHYHOW MJIH Ia)Ke YETBEPTUYHOM CTPYKTYPBI MOJICKYIT
KJIETOYHOTO MPHOHHOTO Oenka PrPC. MomnekymspHpIiii Mexa-
HH3M 3TOIO IIPOLIECCa CBA3aH C IPEBPALLIEHUEM YacTH abga-
CIIMPAIGHBIX JOMCHOB B OeTa-TspkU. Takol Tpomecc HOCHT
Ha3BaHHE KOH(POPMALMOHHOTO MpolLiecca, NoIpa3yMeBaroIe-
r0 JIMIIb U3MEHEHUE MPOCTPAHCTBEHHON CTPYKTYpPBI, HO HE
M3MEHEHHE aMHUHOKHCIIOTHOIO COCTaBa OENKOBON MOJIEKYIIbI
[36]. B HacTosiiiee BpeMst H3BECTHO, UTO MOJIeKyIa Gerka PrP¢
COCTOHMT U3 YEThIpeX alib(a-CrupaIbHbIX JOMEHOB, CTaOUITH-
3MPOBAHHBIX MEXIOMEHHBIMH 3JIEKTPOCTATHYECKUMU B3au-
MOJCHCTBHSAMH H S-S'-CBSI3bIO, B TO BpeMs KaKk B MOJICKYJe
ero u3opopmsl PrP nea nomena (H3 n H4) coxpaHsitoT cBOO
MePBOHAYAIIBHYIO CIUPAU30BAHHYIO (hJOpMY, a JBa APYTUX
(H1 u H2) npeBpaiatorcst B 4eTbipe OeTa-TshKa, CBSI3aHHBIX
Ipyr ¢ apyrom u nomenamu H3 u H4 [36]. [logo6noe mipe-
BpAIllEHNE OKA3bIBAETCS BO3MOYKHBIM TI0/ AEHCTBUEM CaMOU
MOJIEKYITbI HH(EKIIMOHHOTO IIPHOHHOTO OeJIKa, a TAKXe B pe-
3yJbTaTe Ja)ke HE3HAUYUTEIbHBIX My TallMOHHbBIX U3MEHEHHH B
PrP-rene uiu MoxeT OBITh 1TOJT BO3ICHCTBHEM KaKUX-HUOYIb
PEaKIOHHO aKTHBHBIX (HapUuMep, GocPOpopraHnIECKHX )
coenunenuii [34]. IHbIMU cliOBaMH, HAKOTUICHHE MH(EKIHU-
OHHBIX OEJTKOBBIX MOJIEKYJI IPOUCXOIUT 3a cYeT KoH(popMa-
UK MoJieKylt Oerka PrPC, u Takoii mporecce HOCHT JIaBUHOO-
OpasHbiii Xxapakrep [26]. OTkpbiTHe IPUOHOB B 1982 1. ObLIO
CTOJIb IIOKHMPYIOIINM, YTO €r0 JIaKe HE CMOINIM HU Pazy Mo
JOCTOMHCTBY OLeHUTb. U mumb ciycts 15 net aBropy Obiia
npucyxiaeHa HoOenesckas npemus. B cBA3u ¢ OTKpbITHEM
TIPHOHOB BBI3BIBAEMbIC MMH 3a00J€BaHUS TTOMYUMIIN Ha3Ba-
HHUE «IPHOHHBIE OONIE3HN, IIMPOKO HCIOJIB3yeMbIE HapsILy C
cyniecTByronmM obozHadenuem TTD [37].

OcoOpIii HHTEpEC K MpodIieMe MPUOHOB M MPUOHHBIX 3a-
OosieBaHui BhI3BaH paspasusiieiics ¢ 1986 r. B BenukoOpu-
tanuu snu3ootueil TI'D kpymnoro poratoro ckora (KPC;
TI'D KPC). 3aboneBanue ObLIO OOYCIOBIEHO MacCOBBIM
3apakKeHUEM MOJIOJTHSKA, MPH BBIKAPMIIMBAHUN KOTOPOTO
UCIIONTb30BAIM  3apPaKCHHYI0 HH()EKIHUOHHBIM MPHOHHBIM
0eJIKOM MSCOKOCTHYIO MyKy. HamomHum, 4To paHee msco-
KOCTHYIO MYKY IIHPOKO MCIIOJIb30BaId BO MHOTUX CTpaHax
NPY BHIKAPMIIMBAHUH TEJISIT, @ TAKXKE B OBITOBBIX YCIOBHUSIX.
ChIpbeM [T MACOKOCTHON MYKH CITy’KaT CKEJIEThI KPYITHOTO
¥ MEJIKOTO pOraToro CKoTa U Ipyrue, He UAyLe B ULy Ye-
JIOBEKa YacCTH TYII KOPOB U OBELl. B TeXHOIOruio noty4eHus
TaKOW MYKH TOCJIE TIPOIIECCOB TIIATEIFHOTO M3MEITBUCHHS
MCXOIHOTO CBHIPhS BKIFOYCHBI TAKKE 00padOTKa aKTHBHBIMU
JKUPOPACTBOPUTEIIAIMU U TEpMOOOPaOOTKa IPU TeMIIEpaTy-
pe 130°C. Onnako B xoHne 1970-x ronoB B BenukoOpura-
HUM TPEANPUHUMATENIH, PELIMB HOBBICUTH IMUTATEIbHYIO
LEHHOCTh MSCOKOCTHOW MYKH, CHU3WJIM PEKUM TEPMOOO-
pabotku g0 110°C, a TakKe YMEHBIIWINA KOJIHYESCTBO JKH-
popactBoputeneii. UMEHHO 3TH U3MEHEHUS TEXHOJOTHH U
ChIIpaJld POKOBYIO pojib B pa3Buruu 3nu3ooruun KPC. bo-
Je3Hb OXBaTHJIa Bce TpadcTBa, Yuciio 3a00JCBIIUX KOPOB
TOCTOSTHHO YBEIMUYNBAIOCh U B 1992 . nocturio nuka — 10
1000 B Henemo [38].

Knuanuecku Oone3Hb IMPOSIBISUIACh, KaK BBIPAKAIOTCS
BETEPHHAPBI, B «ITOTEPE )KUBOTHBIM KOHUIIUW», OHU CTAJIN
0C000 4yBCTBUUTEIBHBIMU K IPUKOCHOBEHHUIO U 3BYKY, MO~
MEYEHbI HapyLIeHUs IICUXUKU: HOSBIIAIOTCS CTPaX U IPUCTY-
16l OenteHcTBa («00Je3Hb OeleHol KOpoBbl»). [Ipu BCKpbI-
THH B TOJIOBHOM M MHOT/IA B CIUHHOM MO3Te 00HAPYKHUBAIOT
rubenb HelpoHOB, (hopMuUpoBaHHe TyOKOOOPA3HOTO COCTOSI-
HUSI MO3TOBOM TKaHM U Ino3. Ha rucronorudyeckux cpesax
TKaHU TOJIOBHOTO MO3Ta BBISIBIISIIOT MPUCYTCTBHE NH(EKIIN-
OHHOTO IPUOHHOTO Oesnka PrPS¢ B o6iacTu Bakyonu3auu u
Ha MMOBEPXHOCTH €III¢ COXPAHUBIIUXCS HEUPOHOB [24].

C urona 1988 1. B cTpaHe BBEJECH 3allpeT HA KOPMJICHHE
JKBAYHBIX JKMBOTHBIX OEJIKOBOCOAEPXkALIMMU KOpPMaMH,



TIPUTOTOBJICHHBIMM M3 OPTraHOB M TKaHEW >KBaUYHBIX KHUBOT-
HBIX, 1 HauKnHas ¢ 1993 r.,, anu300THs nonuia Ha yobuib. O1-
HaKo B pe3ysIbTaTe 3MNU300THH KOJIMYECTBO CYIIECTBYIOIINX
panee TI'D ynBomnocs: k n3BecTHbIM ckpenu, TOH n XUb
oJieHel u noceit npudasuuck, kpome TI'D KPC tpancmuc-
CUBHas TyOKooOpasHas sHue(alonaTus KOIIEK M TpaHC-
MUCCHUBHasi TYOKOOOpasHasi sHIe(anonarus dK30THUECKUX
KOTIBITHBIX. 3200JIeBaHNE CHAvYaa OpOITUnX, a 3aTeM U J10-
MAaIllHUX KOIIEK OBLIO 00YCJIOBIEHO yIOTpeOIeHHEM UMH B
ULy UHOUIMPOBAHHBIX Msca U BHYTPEHHOCTEH OOJIBHBIX
¥ TOTHOMMX KOpoB M ObIKOB. Ciydan TyOkooOpa3HOii SH-
nedaonaTii BOHUKINA U Y Haxoasamuxcs B JIOHTOHCKOM
300MapKe MyMBbl, IBYX IernapoB, oLenora u Tarpa. [lpuyu-
Ha [IPOCTa — BCEX MX B TEUEHHUE JUIUTEILHOTO BPEMEHH KOP-
MUJIM PACKOJIOTHIMHU TOJIOBAMHU M MSICOM KPYITHOTO POTaTOro
ckota [24]. I'yOkooOpa3Has sHedaTONaTus IK30TUUCCKUX
KOIIBITHBIX OIMCAHA Y MATH BUIOB ITUKUX JKUBOTHBIX: Cep-
HOOBIKA, apaBUICKOr0 OPHKCa, KAHHBI, CAXapCKOI0 OPUKCa U
OoubIIoro Kymay. 17 cimydaeB 3a00JeBaHUIA CPEU ITHX HKH-
BOTHBIX B 300TapKe TaKke 00yCIOBICHBI UCIIOIB30BAHUEM
NPY UX BBIKAPMIIMBAHUH MSACOKOCTHOH MYKH.

IIpuonnsle 6oneznn KPC, nomumo BenukoOpuranuu
BCKOpe OBl 3apeructpupoBanbl Bo ®pannnn, ['epmanum,
[MBe#inapun, Wrtamuu, [opryranum, Wpnannum, Hunep-
nannax, Hanuu, CIIA, Omane, Kurae u Ha ®oNKIEHICKUX
octpoBax. C rogaMu 3TOT CIIUCOK CTPaH MOCTETICHHO YBEIH-
yuBajcs 1 uepe3 10 jer noctur yxe 40, 4To cBsI3aHO JTHO0 ¢
HMIIOPTOM YK€ 3apa)KCHHBIX KUBOTHBIX, THOO C HCIONB30-
BaHMEM B ATUX CTpaHaX MHPULUUPOBAHHHON MICOKOCTHOH
myku [39].

CroNb IIUPOKOE PACIpPOCTPaHEHHE 3TOW MPHOHHOW 00-
ne3nn KPC ectecTBeHHO BBI3BIBANIO OECTIOKOWCTBO IO TI0-
BOJly BO3MO)KHOCTH Ilepesaud 3a00JIeBaHUs OT JKUBOTHBIX
YeNIOBEKY, TeM 0oJiee 4To ObLI yIKEe TBEPIIO YCTAHOBIICH Ty Th
nepeiadu MHGEKIMOHHOTO areHTa ¢ 3apayKeHHOH MuILei.
B mapte 1996 r. 310 GecrokoiicTBO OBLIO MOAKPEIUIEHO CO-
oOmienremM, nepeaanubiM BenukoOpuranueit B BO3, o 10
CIIydasx CMEPTH MOJIOABIX JIIO/IEH OT TaK Ha3bIBAEMOTO HO-
Boro Bapuanra bKS (uBBKS) [40]. Uepes mecsir o Takom
xKe citydae coobuua @panius, a uepes rof Ha TeppUTOPUH
BenuxoOpuTtanuu ObUIM BBISBIEHBI €lIe 5 CllyyaeB 3TOH 6o-
ne3nu. K 1998 . B mupe crano u3BecTHo o 24 cimyyasx, a
K HACTOAILIEMY BPEMEHHM UX 4HCIo yxke npeBbicuio 200 B
BochbMH cTpaHax Eponsl, a Takxke B CIUA, Kanane, Smo-
aun u CaynoBckoit Apasuu [33].

B camom Hauase 6110 MogMedeHo, uto HBBKSI oTnnyaet-
cs1 oT kiaccuueckoit BKSI psaom xapakTepHBIX CHMIITOMOB.
Bosne3np nopaxaer MONOIBIX JIIOAEH B BO3pacTe B CpeIHEM
10 30 sier. B omimume ot kiaccuueckoit popmbl HBBKS B
MEPBYIO0 OuYepe]b IPOSBIIETCS B W3MEHEHMM JINYHOCTH:
OOJIHOH TepsieT MHTEpec K CBOeMy X000M, HauMHAET CTO-
POHHUTBCSI CaMBIX OJIM3KHX JIONEH, MOJIaeTCs JIEPECCHH.
Cpenn cHUMIITOMOB OTMEYAIOT Pa3BUTHE TPEBOXKHOIO CO-
CTOSIHUS, OECCOHHHMILY, XOpE€I0, MHOKJIOHYC M IPOTPECCH-
pytoutyto arakcuio. bonbHON He MOxeT cam cebs oOciy-
JKUBATh, TEPSIET CIIOCOOHOCTH CaMOCTOSITEIIbHO MPUHUMATH
nuiny. [lo3aHo HacTynaer cnaboyMmue, U MalueHT 0CO3HAET
CBOE yxyauaromeecs: nonoxenue. [laromopdonornyeckas
KapTUHA XOTA U XapakTepHa /i TI'D, Ho omnyanack 00s-
3aTeNbHBIM TIPUCYTCTBUEM OOJBINIUX aAMHJIOMIHBIX OJISIICK
B MO3KEUKE M KOPE TOJIOBHOTO MO3Tra, OKPYEHHBIX MHOTO-
YUCJIEHHBIMU BakyolsiMu [40]. 111 BBISICHEHHS] TPUYUH BO3-
HukHOBeHMsI HBBK I npoBenieHo cpaBHUTENBHOE UCCIIE0BA-
HHUE Ha MBIIIAX TPEX MITaMMOB HH(EKIIHOHHOTO TIPHOHHOTO
6enka PrPS, Brigenennoro: 1) U3 MO3roBoil TKaHH KOPOBHI,
noru6meii or TI'D KPC; 2) u3 M03roBoii TKaHU OBIIbI, 1O~
rudIeit oT ckpenu; 3) 3 MO3TOBOW TKaHW MOJIOJIOTO YeJIo-
Beka, rorudmrero or HBBKSI. Pesynpratel nccnenoBanus no
TpPEeM IeHEeTHMYECKUM MapKepaM — IPOJOJDKIIBHOCTh MHKY-

0aLMOHHOrO MepHUoa, CKOPOCTh I'MOEIH 3apa’keHHBIX MbI-
nteit u npo¢uis nopakenus [IHC — noarsepauiu cxoncTBo
MIPUOHOB, BBIACICHHBIX OT HBBKS, ¢ mpuoHamu, BbiIeneH-
HBIMA MMEHHO TOJILKO OT KOopoBbl, orudmeit ot TI'D KPC
[37, 41, 42].

CrereHb YyBCTBHTEILHOCTH OPTaHM3MOB K HWH(EKIH-
OHHOMY TMpHOHHOMY Oenky PrPS° momopoB ompexensiercst
CTPYKTYPHOH ONM30CThIO K HEMY KJIETOYHOTO MPHOHHOTO
Oenka PrP¢ penunuenra. OpHako Takas 3aKOHOMEPHOCTh
OKa3bIBACTCSl HE aOCONIOTHOM, a SIBJISIETCS JIUIIb TEH/ICHIU-
eil, TaKk KaK BC€ MPHUBEACHHBIC BBIIIE MPUMEPHI U IIaBHBIN
n3 Hux — smuzootua TI'D KPC ¢ ee mociaencTBUAMH st
JPYTUX BUOB )KUBOTHBIX — IPSIMO CBUIETENILCTBYIOT O TOM,
YTO YBEIMUSHHE J103bl HHPEKIIMOHHOTO MaTepHrala 1 IMOBbI-
LIEHUE YacTOThl €ro0 BBEACHUS CIIOCOOCTBYIOT YCIICIIHOMY
MIPEO0JICHUIO 0aphepoB HEUYBCTBUTEIBHOCTH OpraHU3Ma
K HMH(pEeKUHOHHOMY IpuoHHOMY Oenky [33]. Kpome Toro,
B OIPEACICHUH MPUPOJIBI UyBCTBUTEIBHOCTU K MPHOHHBIM
Oosie3HsAM OOJBIIYI0 POJIb WIPAeT T€HOTHIl KOHKPETHOTO
’KMBOTHOTO WM YesioBeka. M 3TOT reHeTHueckuii KOHTpOIlb
00yCJIOBJICH BUAOM MYyTalui, MPoUcXosimux B rene PRNP,
KOJMPYIOIIEM CHHTE3 KJIETOYHOTO MPHOHHOTO Genmka PrP¢
[30, 33]. Cerogus kaprupoBaHbl 6osee 40 XOpoIIo U3yUeH-
HbIX MyTanuii B rene PRNP. Ilpu cinyyasx cnopagudeckoit
BKSl y manimenToB 00HapyxeHa MyTanus B Kojone 178, mpu
KOTOpOM TIPOWCXOINT 3aMEHa acClaparuiHOBOM KHCIIOTHI Ha
acniaparut. Ho eciu ipu 3ToM koz10H 129 KopupyeTt BauH,
TO AelicTBUTeNbHO pa3BuBaeTca BKS, a ecnu ke B monoxe-
HuU 129 HaXoQUTCS METMOHWH, TO Pa3BUBAETCS CeMeiHas
cMmeptenbHas Oecconnuna. [Ipu myramuum [Ipo102Jleit Bo3-
HukaeT cuHiapoMm [epcrmanna—lllTpeyccnepa—llleiinkepa
[44]. Tlo MHeHHIO OONBIIMHCTBA HMCCICAOBATCIICH, MITAM-
MOBBIE Pa3U4Hs, KPOME TOTO, CBS3aHBI C YPOBHEM M CTa-
OMIBHOCTPIO MH(EKIIHOHHOTO HpHOHHOrO Oenka PrP%, a
TaKXKe C pa3InuHON ClIOCOOHOCTBIO MOCIIEIHETO0 K ITPOoIeccy
CBEPTHIBAHUS M MPEBPALCHUS B CKPEIHACCOLMUPOBaHHbIC
(uOPMILIIBL, UTO B CBOIO OYEPElh MOXKET OBITH O0YCIIOBICHO
pa3IMYHBIM COOTHOILICHUEM alb(a-CIIUPaIbHBIX JTOMEHOB
u Oera-TshHKel B MOJIEKYJe B Ipolecce KOH(QOpMalMOHHBIX
M3MEHCHUI MCXOIHOTO KJIETOYHOIO MPHOHHOTO Oenka PrP¢
[30, 43, 45]. UmeHHO 3TN pa3nu4us U ONPEICIISIOT MPO0I-
KHUTEJIILHOCTh WHKYOAIMOHHOTO Tieprona, GopMy U CUM-
nTomMaTHKy MH(ekuuonHoro mpouecca [33]. Tak, Hampu-
Mep, CEeroiHsA U3BECTHBI 110 KpaifHell Mepe 1IecTh ITaMMOB,
BBI3BIBAIOLIUX TOJIBKO CIIOPAJAMYECKUE IPUOHHbIE 0OJE3HU
[44].

BwMmecrte ¢ TeM mponomkaeTcs BbISBICHHE HOBBIX MPHUOH-
HBIX Oosie3Hel uyenoBeka. Tak, KpoMe YHNOMSHYTBIX BBILIE
CIlydaeB CEeMEHHON cMepTeNnbHON OECCOHHMIIBI, HaYWHAs C
1999 1., B pa3HBIX CTpaHAX MHPA OMUCAHBI B OOIIECH CIIOKHO-
CTH 24 ciydas mpOosIBICHUS TaK HA3bIBAEMOU CIIOpaqyecKon
cMepTenbHON OeccoHHMIBI. Bee manueHTsl oOHapy:KUBaiu
KIIMHAYECKHE ¥ HEHPOMaTOIIOTHYECKUE TTPU3HAKH, CXOHbIC
C CeMEHHOM cMepTebHOM OeCCOHHMIIEH, OHAKO OHU OTIIHU-
YaJlUCh OTCYTCTBHEM CEMEMHOMN UCTOPUU B aHAMHE3E U COOT-
BETCTBYIOLIMX MYTallMOHHBIX U3MeHeHuH B reHe PRNP, xots
TP 3TOM BCE MAIMEHTHI OKa3bIBAIVMCH TOMO3UTOTHBIMHU 10
METHOHMHY B KopoHe 129 [44, 46, 47]. Kpome Toro, B 2008
I. ObUTM BIEpBbIE OMMCAHBI NMPHUOHHBIE OOJE3HHU, KOTOpPbIE
TIPOSIBIISUTM  TIPU3HAKM, OTIMYAIONINE WX OT KIACCHYECKHX
MPUOHHBIX 3a00seBanuii. Tak, Bce 11 ciiyyaeB nMenu xapax-
TEpHBIC CHMITOMBI: Oojiee MPOJOILKUTENbHBI HWHKyOalu-
OHHBII mepuoz, Oosee TsKeNble KIMHUYECKUE MPOSBICHHS
C aTUMWYHON JeMEHIMEH M CBOEOOpa3HBIM CTYIEHYATHIM
anekTpodopeTrdeckuM npoduiieM, a IIIABHOE — CHUKEHHOM
YCTOHYMBOCTBIO K MIPOTEa3aM HEPacTBOPUMOTO MH(EKIIMOH-
HOTO NMPUOHHOTO Oejka. bonesHb nony4nina Ha3BaHUE «IIPO-
Tea3zayyBCTBHUTENbHAs mproHonatusy [48, 49]. Hakonen, B
MHHYBIIEM IOy IpyIna OpUTAaHCKUX HCCIeI0BaTeIel mpo-
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Tabnuma 3
Tpuonnbie G0JIE3HH YeJI0OBEKA U JKUBOTHBIX

HasBanue 3aboneBanust ‘ XozsuH

Kypy Yemnosex

Bonesus Kpetitudensara—ikoda (BK):

"

criopagudeckas popma
cemeitnas gpopma
saTporeHHas popma
Hogerii Bapuant bKS (HBBKST) "

Cungpom I'epcrmanna-Illtpeyccnepa—
[lefinkepa

CwMmeprenbHas cemeiiHas OecCoHHMIA
Criopainueckasi cMepTeNbHas 6eCCOHHHIA
ITpoTea3ouyBCTBUTENIBbHAS HEUPOTIATHS
Hetiponarus ¢ quapeeit

Ckperm OBIIBI, KO3BI

TpancmuccuBHas SHLE(ATONATH HOPOK Hopxku

XpoHuyeckas U3HypsoIas 001e3Hb Onenu, nocu

TpancmuccuBHas ryOKooOpasHas SHIe(aIo- Kopossr, Gbikn

TIaTus KPyInHoro poraroro CKora

['y6roo6pa3Has sHIeharonaTus Kouexk Komkn

['y6roo6pa3Has sHIearonarus SK30TH4e- AHTHIIONBI, O0IBIION
CKHX KOIIBITHBIX Kyny

BeJIa CJIOKHOE MICCIICOBAHMUE C LIEIIBIO BBISIBIICHHS TIPHOHHOMN
naroyiornd y 11 ManueHToB, CTpaJaroIuX crernuduiecKkoi
TIOJTUHEUPOTIaTHEN, MPOTPECCUPYIOUINM HAPYIIEHUEM YYB-
CTBUTEIBHOCTH B Pa3HbIX OOJACTAX OpraHu3Ma, XpOHHYeE-
CKOM anapeei, B3MyTHEM KHBOTA, CHHIPOMOM pa3IpakKeHHsI
TOJICTOM KHIIIKH. YCTaHOBIIEHO, 4TO B reHe PRNP manmenToB
npucyTcTByeT MyTanus Y 163X, mpoBorupytoiias oopaso-
BaHHE aHOMAJIbHBIX IPUOHHBIX OeNKOB. B rojgoBHOM Mosre
BBISIBJICHBI CIIOHTHO3, TATOJIOTHUECKHE W3MEHEHHS B CITH-
HAJIbHBIX TaHIIUSX U Mepu(epuyeckux HepBax. Y BCeX Ia-
LIMEHTOB CHI)KEH UHTEJUIEKT, HapyllleHa IaMATh. B Ouonrare
CJIM3UCTOI 000JIOUKU JABEHAUATUIIEPCTHON KUIIKHU OOHApY-
YKCHO HAKOIUICHWE XapaKTepHBIX Uil TMPHUOHHBIX Oose3Hei
AMUJIOUHBIX OJsiIeK. ABTOPBI paCLEHUBAIOT 3TH CITy4Yan KaK
HOBOE MPUOHHOE 3a00JIeBaHKE, IPUUYNHOM KOTOPOTO SIBJISET-
cst MyTatus Y 163X, a OCHOBHBIE IIPOSIBIIEHUS — CTaOMIIbHAsS
Japesi, pacCTpPOMCTBA BETETATUBHOW PETYISALUMA M CEHCOP-
Has Heiiponarus [50]. Bee atu Haxokw eine Ooree yBeluyu-
JIY CIIMCOK MPHOHHBIX Oos1e3HeH (Tad. 3).

[Tpu nepBBIX JKe MOMBITKAX UMMYHOIUATHOCTHKH, HMMY-
HOTEparuy WM UMMYHONPOMUIAKTHKHA MPUOHHBIX 00ie3-
HEH CTOJIKHYJIHMCH C ()aKTOM IOJIHOTO OTCYTCTBUS Crienuu-
YEeCKHUX aHTUTEN B 3apakKeHHOM OpraHu3Me. DTO CTaHOBUTCSA
MIOHSATHBIM, YYHUTBIBAs CTPYKTYPHYIO OJIN30CTh HH(DEKITHOH-
HOTro npuoHHOro Oenka PrP%¢ u ero ierounoil u30(opmbl
PrPC, B cBsi3u ¢ yem opranu3m paccmarpuBaeT Oemok PrPs
KaK CBOM, TIOATOMY HEYIUBHTEIBHO, YTO UCIBITAHUS MHO-
I'MX HMMMYHOMOIYJSTOPOB IPAKTUYECKU 3aKaHYMBAJIHMChH
Heynaueit [28, 29, 33, 37].

KnuHnveckasi TMarHOCTHKA MPUOHHBIX OOJe3HEH OCHO-
BBIBA€TCS HA Y€ ONMCAHHOH Bbllle cumnrTomaruke. OnHa-
KO CJIEAYET yYUThIBaTh, YTO HApYyLIEHUs GYHKIMH U KOTHU-
THBHBIC HAPYUICHHUS BO3HMUKAIOT IMPEKIE, YeM KIIETOUHAs
JIereHeparys, 1 He3aBUCUMO OT MaTOJIOTHUYECKOM arperauu
uH(EKIMOHHOTO PHOHHOTO Oenka PrPS, uro moxer ObITh
CBSI3aHO CKOpEe ¢ CHHANTHYECKOH TUC(YHKIMEH, YeM C T10-
Tepelt HelipoHos [51].

JlaGoparopHasi AMarHOCTHKA ATUX CTPaJaHUil BKIIOYACT
mpsMBbIE U HeTIpsMble MeToAbl. K mepBbIM U3 HUX OTHOCSTCA
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UIEKTPOHHO-MHUKPOCKOIINYECKOE OIIPEAETICHUE CKPETIHacco-
UUPOBAHHBIX GUOPHILT, HMMYHOOIOTTHHT C UCTIOJIb30BAHU-
€M MOHOKJIOHQJIbHBIX aHTUTEN; METO]] MENTUAHBIX 30H/IO0B,
OCHOBAHHBII Ha MCIIOJIb30BAaHUN MEUYEHBIX CHHTETHYECKUX
MENTHI0B, AMHHOKHCIIOTHAS MTOCIIEI0BATEIBHOCTh KOTOPBIX
MTO3BOJISICT UM CBSI3bIBATHCS CO CTPYKTYPOU MIPUOHHOTO OelI-
Ka. BaXHbIM 11aromM, UMEIOIIMM KaK TEOPETHYECKOEe, TaK H
METOJMYECKOe 3Ha4yeHue, ObUIO MOJy4YeHUE aHTUTEN IpU
WCTIOJIb30BAHUM B Ka4eCTBE AHTHICHA BBICOKOOYHMIIICHHBIX
MIPUOHOB CKpenH. HenpsiMbie METObI BKITFOYAIOT OOBIYHYIO
TUCTOJIOTHYECKYIO TEXHHKY, OJlarojiapsi KOTopoii B o0pasiax
OMONCUIIHOTO WM ayTOCHHHOIO Marepuana OIpeAessioT
103, (POPMHPOBAHUE I'yOKOOOPA3HOTO COCTOSHHS MO3TO-
BOW TKaHU M HAKOIUICHHWE B HEH aMHJIOWAHBIX OJSIIEK; I'H-
CTOXMMUYECKHUH METOJ] OCHOBBIBAETCS HA BBIABICHUH C I10-
MOLIBIO KpacuTenel CKOINICHUI aMUIIOn1a; OMOIOTMUeCKUH
METOJI BKJIFOUAET 3apaKCHNUE UCTIBITYEMbIM MaTepHaioM Jia-
0OpaTOPHBIX KUBOTHBIX (OHOMPOOA), 4TO, OJHAKO, CBA3aHO
C JVTUTEIbHOCTBIO HAOMIOAEHUS, I 3apa)keHHEe KIIETOYHbIX
Kkyneryp [39, 52]. [lns mocnenHero BapuaHTa MpejiokeHa
KyJbTypa KiIeTok N2a (KJICTKH HeHpoOIacTOMBI MBIIIN),
3apayKeHue KOTOPOH HMCIBITYEeMbIM MaTepHalioM TO3BOJISET
B 10 pa3 OwicTpee, 4eM ¢ TIOMOIIBI0 OHOTPOOKI, TTOTYYUTh
pe3yabTar Ipu COXPAHSHUH TOTO YK€ YPOBHS UyBCTBUTEIIb-
HOCTH [53, 54].

[Ipodunakruka npruoOHHBIX OOJIE3HEH OCHOBBIBAETCS Ha
HEJIOIYLIIeHUH B MUY MH()UIMPOBAHHBIX MACHBIX IIPOLYK-
TOB HJIM JIPYTUX MPOIYKTOB YOO, & TaK)Ke Ha HEHCIIOIb30-
BaHHH JIEKAPCTBEHHBIX MPETapaToB, MEIUIIMHCKUX H3IEITHH
1 KOCMETUYECKUX CPEACTB, MOJIYYaeMbIX U3 OPraHOB M TKa-
ueit KPC [39].

[IpoOnema JieyeHUsT MPHOHHBIX OOJE3HEW JOJroe Bpe-
Msl OCTaBajlach caMoW TPYJHOM, M BCE MOMNBITKH MpPUMEHE-
HUA JICKAPCTBEHHBIX MPENapaToB 3aKaHUYMBAIMCH HaydaueH.
Haubonee TepCreKTUBHBIMU —PACCMATPUBAIIHCH — pa3Iiiy-
HBIE TIOJIXO/IbI, OCHOBAHHBIC Ha PE3yJbTaTax MOJICKYJSPHO-
OHMOJIOTHYECKUX ~HCCIICIOBAHUN TPEXMEPHOU CTPYKTYPBI
IPUOHOB M H3YYEHHS YCIOBHUM CBEpPTBIBAHUS MPUOHHBIX
OCJIKOBBIX MOJICKYJT M TIPEBPAICHHS MX B CKPEIUIIONO0HbIC
($ubpmLTEl M ammwIonHbIe 00pa3oBanust [33]. OxHaKo B 1MO-
CIJIeITHHE TO/Ibl HaYaJIM MOSBISTHCS COOOIIEHHUS, SBHO CBHE-
TENIbCTBYIOLE O HAMEYAIOIINXCS CePhE3HbIX YCIeXax B 3TOH
obmactu. Tak, HaunHas ¢ 2008 1., TpyTIIIBI HccaenoBaTernei u3
BenukoOpuTanum, UCTIONB3YS JICHTUBUPYCHYIO IPOMEKYTOU-
Hyto uHTepdepernnonnyo PHK (iIRNA) nmpotuB HaTuBHOTO
MIPUOHHOIO Oelka, COOOLIMIN O TIEPBOM TEPareBTHYCCKOM
BMemare/ibcTBe nHruoutopa kuHassl PERK (protein kinase
RNA-like endoplasmic reticulum kinase), kotopoe cnacao
HEWPOHBL, IPEPHIBAJIO PA3BUTHE CUMIITOMOB U IIOBBIIIANIO BbI-
JKUBAEMOCTh MBIIIEH C TPHOHHBIM 3a00eBanueM [54, 55].

Haxonern, HemaBHO WHTEpHAIMOHANBHAS Tpymma u3 17
HCCIieIoBaTeNel, Mo-BUANMOMY, COBEPIINIA IPOPBIB B Jie-
YEHHUH TIPUOHHBIX OomnesHeit [55]. Mcronb3yst HUKITHYECKY O
aMITTU(UKAIMIO CBEPTHIBAHUS OCJKOB, YIaJOCh MOIYYHTh
BBIPOKCHHOE HMHTHOMPOBAaHHE PA3MHOKCHUS WHQEKIIHOH-
HBIX TIPUOHHBIX OEJIKOB 4YeJIOBEeKa C MOMOIIbIO PEeKOMOU-
HAHTHOTO ITOJTHOPa3MEpHOTO YeNIOBEYeCKoro mpuoHa PrPc¢
(rHuPrP23-231), xoTopslii ObUT HE TIIMKO3WIMPOBAH M HE
uMen mMKo(oCchaTHAMINHOZUTOIOBOTO siKOps. bomee To-
ro, rHuPrP23-231 tak:xe MHrMOMpOBaT pa3MHOXKEHUE MbI-
IIMHBIX MH(EKINOHHBIX IPUOHOB B KYJBTYpE 3apakKeHHbIX
MBIIIHHBIX KIETOK. [Ipr 3TOM aBTOpBI 0c000 MOAUSPKUBA-
0T, YTO PEKOMOMHAHTHBIA MPHOHHBIA OEJOK CBS3BIBAJICS
HUMEHHO ¢ MoJiekynamu PrP5¢, a ve ¢ mosekyiaamu PrP€, uto
HaBOJUT HA MBICIIb O TOM, YTO HHIHOUpYo1uil 3¢ dexr pe-
xoMOuHaHTHOTO Oenka PrP sBisiercst pesymsraroM OIOKH-
poBaHus mporecca B3aumoaeicTBust PrP¢ u PrPS. Asropsr
0JIararoT, YTO MOJYYCHHBIE UMU PE3yJbTaThl 000CHOBBIBA-
10T HOBBIH ITOJXOJ K JIGUEHHIO IIPUOHHBIX 3a001€BaHUM, IpU



KOTOPOM HETJIMKO3WJIMPOBAHHBI M HE3asKOPEHHBIH C00-
crBeHHbIN PrP nammenTa MoskeT OBITh MCIIOIB30BaH IS 110-
JIaBIICHUS PAa3MHOXEHUS MH(PEKIMOHHOTO IPHOHHOTO Oenka
PrP5¢ 6e3 HeOOXOMUMOCTH HHIYKIIMH HMMYHHOTO OTBETA B
opranmsme [55].

IosiBnenue HeilponereHepaTUBHbLIX 3a00JI€BaHUM, OCHO-
BaHHBIX HA HapYUICHUSIX BTOPUYHON WJIM TPETHUYHON CTPYK-
TYpbI OEJIKOB, TO3BOJIMIIO BBECTH HOBOE OIIPE/ICIICHNE — «KOH-
(hopMaLOHHbIE 00JIE3HU», OCHOBHBIM 3B€HOM B IIaTOI€HE3e
KOTOPBIX SIBIISIOTCS HApyIICHHE POCTPAHCTBEHHONW KOH(DU-
Typalyy ¥ yKJIajaKka OeKOBBIX MOJIEKYN B KJIETKE ¢ MocIe-
JytouM (OpMHUPOBAHUEM HEPACTBOPUMBIX arperaros [56].
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