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AKTYAJIBHOCTh ®APMAKOJIOT'MUA NPUOHHBIX 3ABOJIEBAHUI

AHnomayus’. cmamvs nocesaujena npooieme npopYuUIAKmMuKY U 1e4eHusi NPUOH-
Hblx 3abonesanuil. B pabome paccmompeHnvl 0CHO8HblEe 0cobeHHocmu npuonos. Pac-
Kpblmbl NPUYUHLL NPUOHHBIX 3a007e6aHUli. Aémopom ommeueHa HeOOXOOUMOCHb
OabHeUUUX UCCc1e008aHUll IMUOTI02UL, NAMO2eHe3d U KIUHUKU NPUOHHBIX 3a00.1e6a-

HULL 018 CO30AHUSL HOBEUUUX NPENapamos C Yevlo peuleHus OaHHOU NPooaIeMbl.
Knroueewie cnoea: npuonsi, npuonnsie 3a001€6aHus, UHPEKYU.

CerognsiniHue akTyajabHbIE MPoOsieMbl dapManuv U (GapMakoJIOTHH CBSI3aHBI C
JIeYeHUEeM U POoUIAKTUKON 3a00JIeBaHUI, KOTOPHIE OTHOCSTCSI K COBEPIIICHHO HOBOM
rpyI1ie 3a00JIeBaHUI U OTCYTCTBHEM COOTBETCTBYIOIINX (PapMaKOJIOTHUYECKUX Mpera-
paToB. DTO OTHOCUTCS K TPUOHHBIM 3a00JICBAHUSIM.

[Tyt mepeHoca mpUYMHHBIX (AKTOPOB OONE3HU, MEXaHWU3M TMPOHUKHOBCHHUS
IIPUOHOB B OpraHU3M, MAaTOreHe3, He TOBOPs O TpobdiieMax (papMaKoJIOTMIECKON Mpo-
(GUTAKTUKU U JICUCHUS] OCTAIOTCS HEJIOCTATOYHO U3YUYEHHBIMU Ha CETOIHAIIHUM ICHb.
B 1997 rony amepuxanity C. [Ipy3uHepy 3a u3ydeHUEe NMPUOHOB ObLIa MPUCYKIACHA
HoOenesckas mpemus [2; 3; 5; 7; 8].

[Mpuonsr (proteinaceousinfectiousparticles) sBisiroTcss OCTKOBBIMH 3apa3HBIMHU
gacturiamMu. OHU MPEACTABISIIOT 0COOBIN Ki1acC MH(EKIIMOHHBIX ar€HTOB, COCTOSIIUX

U3 YUCTO OEJIKOBBIX COEAMHEHM, KOTOPbIE HE COIEPKAT HYKJIEMHOBBIE KUCIOTHI. [Tpu-
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OHBI BBI3BIBAIOT TSHKENBIE 3a00J€BaHUS [IEHTPAIIBHON HEPBHOM CUCTEMBI KaK Yy Yelo-
BEKa, TAK U MHOTUX MJIEKOMHUTAIOUIUX, KOTOpPhIEe Ha3BaHbl «MEICHHBIMU HUH(EKIIH-
SIMIF.

[TpuonnsIii 6ok, 001a1ass aHOMaTBLHON TPEXMEPHOU CTPYKTYPOH, IPSIMO KaTa-
JU3UPYET CTPYKTYPHBIC MPEBPAIICHUS aHAJIOTHYHBIX €My T'OMOJIOTHYHBIX HOpMAaIh-
HBIX KJIETOYHBIX OEJIKOB B ce0€ M0100HBIX (TPUOHHBIX). OH MpUCOeTUHSIETCS K OeNKy-
MUIIIEHU ¥ U3MEHSET ero KoHpopmanuio. CaMo IPUOHHOE COCTOSIHUE OelKa XapakTe-
PHU3YIOT MEPEX0I0M 0-CTIUpai Oenka B 3-CIOM.

dopmanbHO MPUOHHBIE 00JE3HN U3BECTHHI B Aaniekom nporuioM. bonee 280 ner
Hazaj omucaHa B AHrnuu. «Kiaccuueckuil» BapuaHT MPUOHHOM OOJE3HU-HATUYHE
ckpernu y oBell. C 1899 rona nokazana nndexmonHas nmpupoaa ckpernu. OTHAKO HC-
TUHHOE U3y4YEeHHE MEJIJICHHBIX WH(MEKINI Ha4YaloCh TOJIBKO ¢ cepeauHbl XX Beka, KO-
rna b. Curypacon oOHapooBai pe3yinbTaThl CBOMX MccienoBaHuii. HecMoTps Ha Ba-
puabeIbHOCTh CUMIITOMATHKH, €EMY YJAJIOCh OOHAPYKUThH ONPEEICHHOE CXOACTBO B
HEOOBIYHO TMPOJIOJDKUTEIFHOM MHKYOAIIMOHHOM TepHuojie (B T€UeHHE MHOTHUX JIET),
MEJICHHO MPOTPECCUPYIONIETO XapakTepa TeUSHHsI MaTOJIOTUYECKOro mporiecca, He-
OOBIYHOCTHY MOPAKCHHUI OPTraHOB M TKaHEH W HeM30EKHAs JIETATbHOCTh, KOTOPHIE SIB-
JISIFOTCSL OCHOBOM Ha3BaHMsI «MEJICHHBIX HHeKIni» [1; 4; 6; 9].

Co BtOpOii mosioBUHBI XX BeKa 0OHApY>KEHbI HEOOBIUHBIE 3a00JEBaHUS YEIO-
BEKa, KOTOPHIE COMTPOBOKIATUCH MOCTENEHHBIM MPOTPECCUPOBAHUEM PA3PYIICHHUS TO-
JIOBHOTO MO3Ta, KOTOpbIC MPOWCXOAUIN 33 CUET THOETU HEHPOHOB. DTa MaTOJIOTHS
Obla Ha3BaHO ryouaroit sHnedanonatueit. [loxoxkas cumnromaTuka OblJla H3BECTHA
paHbllle, HO OHa HaOIOJANach y )KUBOTHBIX B BHJE CKPEHIU OBEIl, B CBS3H C ATUM
JI0JITO HE HAXOMJIaCh IOCTATOYHO 000CHOBAaHHAsA CBSI3b. BasKHBIM COOBITHEM B OTKPHI-
TUU MIPUOHHBIX 00JIE3HEH CTaNo MIMPOKOE paclpoCTpaHeHue, Tak Ha3piBaeMoro «Ko-
poBbero OemenctBay. K 2001 roay sTo 3aboneBaHue 0XBAaTUIIO MHOTHE €BPOIICHCKHE
rocynapcTBa. 3aboeBaHHue CBSA3BIBAJIOCH C TEM, YTO HCIOIb30BAIACH KIIPUOHU3HPO-
BaHHAas» KOCTHAsi MyKa B KOpME M IPEMHUKCaxX, U3TOTOBIICHHBIX M3 TYII >KHBOTHBIX,
KOTOpBIC Majau WK O00Jenu 3Tol 00JIe3HBI0, KOTOPBIC HE UMEIU SBHbBIC MPU3HAKHU 3a-
oonesanus [1; 4; 6; 9].
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HecMoTpst Ha TO, 9TO OCHOBHAS CTPYKTYPHAsi 0COOEHHOCTh, (HOPMHUPYIOIIAs aMU-
JIOWHBIC BOJIOKHA M BBICOKAsl CTETICHb CHEIM(PUIHOCTH OJIOKHPYET Iepenaqy Mpuo-
HOB OT OJHOTO BHUA K APYTOMY BHIy OPTraHWU3MOB, HO MEXaHHU3M TIepeIadn y HUX 00-
mwii. Heo6xoammo ydecTs To, YTO IPHOHBI, OTBEYAIOIIHE 32 KOPOBhE OCIICHCTBO, MO-
T'YT IIepeIaBaThCSA OT BUIA K BUAY. | HIIOTETHYECCKUI MEXaHU3M «Pa3MHOKCHUS TTPH-
OHOB U300pakeH Ha cxeme 1.
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Puc. 1. Cxema pa3oMHOXEHUSI TPHUOHOB

HccnenoBanusi, MokKa3ajid, 4YTO MIPUOHBI HE COAEPKAT HYKIIEMHOBBIE KUCIIOTHI, a
npeAcTaBisieT co0oi npoctoit 6enok. OUH U3 MEPBBIX MPUOHHHBIX OenkoB cTan PrP
(prion-relatedprotein wim protease-resistantprotein). beiok PrP oGmagaer crioco6HO-
CTBIO CYIIIECTBOBATh B JIBYX BHAaX KOH(MOpMAIMH: «310poBoit», koraa PrPC, numero-
Iasicst HOpMalibHbIX KiteTkax (C- «KJIeTOYHBIIY), Tlie MPeodIaacTo-CIupalib; U «Ia-
Tosorndeckuii» PrPSc (SC — coOCTBEHHO MPUOHHBIN), 00JIATAIOIHA OOIBITUM KOJIH-
yecTBOM [-Tsikel. [lomaganue B 370poBbie KieTkH PrPSC siBiisieTCSst KaTanu3upyronmm
¢dakTopom nepexoaa kiaetounsix PrPC B mpuonHbie KoHGopMalinu. Hakorienne mpu-
OHHBIX OEJIKOB COIPOBOXKIAETCS arperanuei, HaJIM4ueM BBICOKOYMOPSIOUECHHBIX
bubpu1 amMuion1a, 4To SIBJISETCS MPUUYUMHON TuOenu KieTku. BeicBoOoauBIIMECS
PUOHBI, KaK MPEJIoIaraeTcsi, CiloCOOHbI MPOHUKATh B 3JI0POBbIE KIETKU, BBI3bIBAS UX

ruoelb.
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Ponw Genka PrPC B 310poBBIX KIIeTKaxX J0 CUX MOpP HE ompenesieHa. MexaHnusm
CIIOHTAHHBIX BOBHUKHOBEHUU MPUOHHBIX MHPEKIINNA TaKxke 10 KoHla He siceH. [Ipen-
MOJIATAI0T, YTO MPUOHBI 00Pa3yIOTCS MPHU OMMOKaX, MPOUCXOSAIINX TPU OMOCHHTE3E
6enkoB. MyTarus TeHOB, KOTOPBIE KOJIUPYIOTCS TPUOHHBIM OenkoM PrPSc, ommbka
pU TPAHCISIIIUU U MPOTEOJIU3 OTHOCAT K OCHOBHBIM KaHAMJIAaTaM B MEXaHU3ME BO3-
HUKHOBEHHS MPUOHOB. CyIIECTBYIOT OCHOBAHMUS, MPEAIOJIATatoIIie, YTO MTPHUOHBI HE
TOJIbKO MH(EKIIMOHHBIE ar€HThI, HO YTO U UM MPUCYIIIA onpeeaeHHas PyHKIIUS B HOP-
MaiabHOM Ouonpouecce. OgHa U3 CYHIECTBYIOIIMX THIOTE3 IJIACUT, YTO MPUOHAMHU
OTOCPEOBaHBl MEXaHU3Mbl T'€HETUYECKH OOYCJIOBJICHHBIX CTOXACTHUYECKHX CTape-
Huii [7].

UYemoBek MOXKET MOJABEPTHYTHCS 3aPAKCHHUIO TPUOHAMHE, KOTOPBIE COJIEPIKATCS B
MUIIIE, TOTOMY YTO OHU OCTAlOTCS HE pa3pylIeHHBIMU (hepMEHTAMU MMUIIEBAPUTETHHOM
cucteMbl. OHM OecTIpenATCTBEHHO MPOHUKAIOT TOHKOKHUIIIEUHYIO CTEHKY U MOMaaloT
B [[HC. Takoii mexaHW3M XapaKTepeH IEePEeHOCY HOBOTO BapHWaHTa OOJIC3HH
Kpeittudenbara-SAkoba (NnvCJID). 3apakeHue rofeii 3Toi 607e3HbIO TPOUCXOIUT T10-
clie ynoTpeOJIeHHs TOBSIUHBI, KOTOPasi COACPKUT HEPBHYIO TKAHb TOJIOBHOTO MO3Ta
CKOTa, OoJieromero crepThiMu (hopMamu Obrubeli TyOdarol sHiedaronaTun (BSE —

KOpOBbe OereHCTBO) (puc. 2).

Puc. 2. Tlopaxenue mo3ra npuonamu. O6pa3oBaHue XapaKTepHOI Iry0daToi

CTPYKTYpPBbI TKaHU

HpI/IOHaM TAKIKC XapaKTCpHa BOSMOKHOCTb ITIPOHUKHOBCHHWA B OPraHU3M IIapCH-

TepaidbHbIM myTeM. ONUCaHbI Clly4au, KOT/Ia K 3apaKeHUIO MPUBOJUIO BHYTPUMBbI-
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IIEYHOE BBEJCHHE MPENapaToB, MPUTOTOBIECHHbIE U3 YEJI0BEUECKOro runodusa (rop-
MOH pOCTa MpH JICYCHUH KapJIMKOBOCTH), 3apPAKEHUS] MO3ra MHCTPYMEHTaMU MpH
HEHPOXUPYPTUUECKOMN OIEpAlNM, TaK KaK IPUOHAMXAPAKTEPHA YCTOWYMBOCTD K TEp-
MHUYECKOMY U COBPEMEHHOMY XMMHUECKOMY METOy CTepuin3anuu. Takxe nmpu omnpe-
JICTIEHHOM CT€YCHHH OOCTOSITENBCTB U €I HEU3BECTHBIX YCIOBUAX B OPraHU3ME BO3-
MO>KHA CIIOHTaHHas TpaHChOpMaIusl MPUOHHOTO MPOTEUHA B MPHUOH. DTO SIBIAETCA
OpUYUHON criopagudeckoir Oonesnn Kpenitidensara-Skoda (SCID). CrnonranHoe
BO3HUKHOBEHUE TaKoW (PopMbI O0JIE3HH CBSA3BIBAIOT C TEM, YTO B HOPMAaJIbHBIX yCIIO-
BUSIX BO3HUKAET HEKOTOPOE KOJIMYECTBO MPUOHOB, KOTOpOE MoaBepraercs 3¢ dexTus-
HOM JsmkBujanuu AnmaparoM [onpmku. [lpuunHa BO3HUKHOBEHHSI OOJE3HU
Kpeitrudenpara-Skoba kpoercs pu 3TOM B HApYIICHUU (QYHKITUH 3TUX OpTraHent [7].
Oco0as rpymnma MNPUOHOBBIX 3a00JIEBAHUM MpE/CTaBICHA HACJEICTBEHHBIMU
(BpO>KIIEeHHBIMU) OOJIE3HSIMU, BHI3BAHHBIMU MYTallMeil TE€HOB MPHUOHOBOTO MPOTEHHA,
KOTOPBIM OOYCJIOBJICHO BO3HHKHOBEHHE IMPHOHOBOI'O MPOTEHWHA OO0Jee MOABEPKEH-
HOTO CIIOHTAaHHBIM U3MEHEHUSIM MPOCTPAHCTBEHHOM KOH(MUTYpallUKi U UX MpeBpariie-
HUs B IproHBbI (Oosie3Hs Kpeiitidenpara-SAkoda — fCID). [Ipu nmproHOBEIX matosio-
T'UsIX HauBBICIIEE COZEpXaHHe MPUOHOB OOHAPYKUBAETCS B HEPBHOU W nuMpatuye-
ckoil Tkanu. [IpucyTcTBHE MPHOHOB B OMOTIOTUYECKOM KHUAKOCTH OJJHO3HAUHO €IIIe He
noaTeepxkaeHo. [Ipenmnonaraercs, 4To HOBbIE OOJIEe UyBCTBUTEIBHBIE METOBI TTO3BO-
JST OOHAPYKUTh MPUOHBI, pa30pOCAHHBIC MO PA3IUYHBIM TKaHsIM [7]. st dpapmako-
JIOTHHM COBPEMEHHOCTH U CO3/IaHHsI HOBBIX MTPEMapaTOB MOXKET SIBISTHCS BAXKHBIM 3Ha-
HHUE TOTO, YTO PACIPOCTPAaHEHHE MPUOHOB 3aBUCUT OT UX TUMa. OHU OTIUYAIOTCS IO
COCTaBy aMHUHOKHUCIIOT, MOCTTPAHCIIALMOHHONW MOau(UKalUel U CTENEHbIO MIUKO3H-
AUpoBaHUS 0a30BBIX OETKOBBIX Ienouyek. OT MOCTTPaHCIALMOHHOW MOAU(UKAIIH
3HAYUTENIbHO 3aBUCHUT XapaKTEPUCTUKA CaMHUX MPUOHOB M OHa OOYCIIOBJIMBAET pa3-
HUIy MEXIYy NMPUOHOBBIMH pojaamu. [Ipeamomaraercs, 4To Mpu MOMaJaHUN OBIYBUX
IPUOHOB B OPTaHU3M UYE€JIOBEKa, MOKHO 0KHJIaTh BOSHUKHOBEHHE HOBBIX BApPUAHTOB C
MHOM, OTJMYAIOIIEHCS OT U3BECTHBIX, CHMIITOMATUKOMN M KIMHUKOM [2; 3; 5; 7; 8].
HecmoTps Ha HajaWuMe HE3HAUYMTENBHOTO KOJMYECTBA CIydyaeB MPUOHHBIX 3a00-

JIEBAHUW JIIOJIEN, MHOTUMHU CIICLIMATMCTAMU NPU3HAHO HAJIWYUE BBICOKOU CTENEHHU
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OTIACHOCTH «MEJIJICHHBIX» MH(PEKIUH JIJIs YeJIoBeUecKoi momyisnun. [1o cBuaeTesn-
CTBY HEKOTOPBIX JaHHBIX, BO3MOYKHO PACIPOCTPAHEHUE MOCPEICTBOM CTOMATOJIOTHU-
YECKUX TIPOIEYp, O0YCIOBIUBAIONINX TOMAIaHNe TPUOHOB B KpoBsiHOE pycio. To-
JI03PEBAETCS TAKKE, YTO JICLIUTUH KUBOTHOTO MPOUCXOKICHUSI COKPATUIT €r0 TpUMe-
HeHUe B (hapMaKOJIOTHYECKOM MPOMBIIIIIICHHOCTH Y MPUBEJ KETO0 BHITECHEHUIO PACTH-
TEJIbHBIMU (POPMAMU — COEBBIM JICLIUTUHOM.

CeronHs npruoHHbBIE 00JIE3HU MPOAOKAIOT CUUTATHCS HEU3ICUUMBIMH, HO MOJ-
XO0JIbl K CO3/IaHUI0 HOBBIX IIpENapaToB MPHUBJICKAIOT BCe OOJIbIlIee BHUMAHHUE HCCIIEI0-
BaTeJeil U aKTUBHO pa3padaThiBatoTCs. ['yO0uaToit sHIeganonaTuu XapakTepHO OTCYT-
CTBHME UMMYHHOI'O OTBETA Ha MPUOHHYIO0 MH(PEKIINIO, YTO TOXKE SBJISIETCS OMpe/IeIeH-
HBIM MPEUKTOPOM co3AaHus cnenuduueckoi rpynmnsl papmpenapatoB. CTOUKOCTh
PUOHOB K TPATUIIMOHHBIM METOIaM JAe3UH(EKIINN — K MIOHU3UPYIOUIEMY, YIbTpadu-
0JICTOBOMY M MUKPOBOJHOBOMY H3JIYYEHUIO, SIBJIICTCS MPEANOCHUIKON JJIsi CUHTE3a U
BBIPAOOTKU COOTBETCTBYIOIINX MPEMApaTOB.

Bobiiast c105KHOCTE pelieHus 3To MpooOIeMbl 3aKII0YAETCS B JICUSHUH TTAIlUEH-
TOB, MPUHAJICKAIIUX K FPYIIaM pUcKa — JIMIA, KOTOPHIM BBIMOJIHSIUCH OMEPAINU C
UCIIOJIb30BAaHUEM TIOTCHIIMAIBHO 3apaxEHHON TBEPION MO3TOBOM 000JIOYKOH, Marlu-
€HTHI U3 ceMbH ¢ 0osie3Hbro Kpenttiidenbara-Akoba. [{o cux mop BO3 B Takux ciydasx
HEe TpeOyeT HUKAKUX CleluaibHbIX Mep. bputanckum KoHCyNbTallMOHHBIM HayYHBIM
KOMUTETOM I10 ry0OuaToii sH1edanonatun B 1998 roay courena BO3MOXKHOCTh OTpaHH-
YyeHus 0oJiee TIIATeIbHOM OYMCTKON M 00€33apakMBaHUEM UHCTPYMEHTOB, COUETAlO-
mueics ¢ 0osee IIMTEIbHBIM aBTOKJIABUPOBAHUEM.

Bce BblllleckazaHHOE SBIISIETCS IOMIOTHUTEIBHBIM U BECbMa BaKHBIM apI'yMEHTOM
JU1st oJiee yriryOJICHHOTO MOUCKA U CO3JJaHUsI HOBEUIIIUX MPEnapaToB C LEJIbI0 paju-

KaJIbHOTO PEIICHHS ATOM mpo0aeMbl MeaulinHbl X X| Beka.
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