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3.A. (leoHOBa

NMPUOHBbI N NMPUOHOBbLIE SABOJIEBAHUSA

UpkyTckunii rocygapcrBeHHbI MeanunHckni yunesepcurtet (UpkyTck)

Ipuonkl npegcmaasaom coboll coBepwleHHO HOBbIU KAACC UHGPEKYUOHHbIX areHmoB, NPUHUUNUAALHO
omaudarowulics ommupanpocmetiuiux, bakmeput, rpuboB u Bupycos. I lamoaoruueckue npoyecchl, Bbl3blBaemele
npuoHamu, MOTym NPOSIBASIMbCA HEe MOABLKO B UHMEKJUOHHbIX 3a00AeBaHUAX, HO U B CNOpAguieckux uAl
HacAegCmBeHHbIX, YN0 He UMeem NpeueHgeHmad B NamoAOruu YeA0BeKa U KUBOMHbIX. KAloueBbM coObimuem
BCexX NPUOHOBLIX 3a00AeBANHUL ABASleMCS Nepexog HOPMAABLHOU (popMbl 6eAKA B NAMOTreHHYIO.

Knio4yeBbie cnoBa: npnoHoBble 3a60/1€BaHUsI, rOJTIOBHOM MO3r

PRIONES AND PRION DISEASES
Z.A. Leonova
Irkutsk State Medical University, Irkutsk
Priones are an absolutely new class of infectious agents, which basically differs from protozoa, bacteriums, fun-

gus and viral agents. They can evoke genetic, infectious and sporadic diseases with obligatory disturbance of
the brain. The conversion of prione protein because of nature structure disturbance is the fundamental reason

for a display of pathogenecity this protein.
Key words: prion diseases, brain

[TpuoHBI IPEACTAaBASIOT COOOM COBEPIIEHHO HO-
BBIM KhacC HMH(PEKITMOHHLIX areHTOB, IPUHIUIIHAABHO
OTAMYAIOIIUNICSA OT MUpA IPOCTEUIINX, OaKTepui,
rpuboB U BUPYycCOB. [TaTorormyeckue IpoIecchl, Bbl-
3bIBaeMble IPUOHAMHU, MOTYT IIPOSABASATHCS HE TOABKO
B UH(EKIMOHHLIX 3a00A€BaHUIX, HO U B CIIOpapArde-
CKUX MAU HAaCAEACTBEHHBIX, UTO He UMeeT IpelleH-
AEHTA B MMATOAOTUM YeAOBeKa U JKUBOTHHIX [, 8, 12].
HaxkanauBatoTcs aKThl, IIPSIMO CBUAETEABCTBYIOIIIE
0 TOM, 4TO IAaTOMOP(OAOTUYECKUE UBMEHEHUS B MO3-
TOBOY TKaHU IIPU IPUOHOBBIX 3a00A€BaHUSAX YeAOBEKA
U SKUBOTHBIX YAUBUTEABHO CXOAHBI C U3MEHEHUSIMU
1Ipu npoliecce crapenus [3, 9].

[TpronoBEIEe DOAE3HU — OCOOBIN KAACC CMEpPTeAb-
HBIX HelipopereHepaTuBHBIX 3a00AeBaHUN YeAOBeKa
U JKUBOTHBIX, BO30YyAUTEAEM KOTOPLIX SIBASIETCS IIPHU-
OH — HHM3KOMOAEKYASIPHBIM OEAOK, YCTOMUMBBIU K
WHaKTUBUPYIOIIUM BO3AEHCTBUSIM: BEICOKUM TeMIIe-
paTrypaM, HOHU3UPYIOIlel paAUalliK, YABTPA(UOAETY
uAp. [13, 17]. T'en, KopAupyIOIIMY IPHUOHOBLIY OEAOK —
PRPN nMeeTcs y MHOIMX MAEKONMUTAIOUIUX, IITUL] 1
YV HUBIINX 9YKapuoT. Y YeAOBeKa OH PACIOAOXKEH B
KOPOTKOM IlAede xpoMocoMsl 20 [2, 5].

WcTtopusa m KraccuuKalmsga NIPUOHOBBIX OOAE3-
Hell. [lepBble YIIOMUHAHUSA O TOM, YTO celyac Ha3hl-
BaeTCsA IPUOHHOM MAaTOAOTHEN, OTHOCATCA K 18 BeKy
U KacaloTCs BCIBIIIKY OOAE3HU CPeAU OBell B AHTANU
(1732 r.) u Opannuu (TpsAcylascs O0Ae3Hb), a Tak-
Xe, cpepn Aolapel B 'epMmanum (3yapdiiiasg O0OAe3HD
UAM OOAE3HB PBICAKOB). Apyrue oOpa3Hble Ha3BaHUSA
«CKpeIm» UAU «II0YecyXa» BO3HUKAU B CBA3U C OOAE3-
HSIMM OBell 1 KO3 (T.K. JKUBOTHBIE CUeChIBaIOT IIIePCTh
O CTOAOBL U U3ropoAn) [5].

B Mepunune npo6aeMa IPUOHHBIX OOA€3HEN BO3-
HUKAQ B paMKaX Y4eHUsI O TaK Ha3bIBaeMbIX MEANEH-
HBIX UH(EKIUIX, KOTAa B 1954 T. UICAQHACKUU UCCAe-
poBaTeAb B. CUTYPACOH U3A0KUA PEe3yAbTAThl CBOUX

MHOTOAETHUX UCCAEAOBAHUIM MAaCCOBBIX 3a00AeBaHU
CpeAY OBell Ha IIpuMepe «CKPenu» U CPOPMYAUPOBaA
OCHOBHBIE OOIIUe YepThl 3TUX OOAe3HEeHN, HeCMOTPS
Ha SBHBble KAUHUUYECKUe Pa3ANUNs U HEOAMHAKOBYIO
AOKAAM3AINIo TTOBPEKACHUM OPraHOB U TKaHeu. DTH-
MM yepTaMu 10 CUTYPACOHY SABASIOTCS: HEOOBIYaliHO
OOABIIIasA AAUTEABHOCTh MHKYOAIMOHHOTO IIepPUOoAA
(OT HECKOABKUX MecsIleB A0 HECKOABKUX AeT), Hey-
KAOHHO€e HapacTaHue KAUHUYeCKOU CUMIITOMaTHKH,
Hen30e’)XHO IIPUBOASAIIEE K CMEPTH, TOpa’keHue
OAHOT'O OpraHa UAM OAHOU CHCTeMBI ¥ HaAMYHE OAHOTO
X035iMHAa. B OCHOBE COBpEMEHHBIX MPEACTAaBAEHUN O
IIPHOHOBBLIX 3a00AE€BaHUAX A€KAT Te JKe ITIOAOKEHUSI
CurypaAcoHa ¢ HeKOTOPOM KOPPEKTUPOBKOM: IIopa-
skaeTcsa Toabko LIHC, B cepoM uam 6eAroM BelllecTBe
TOAOBHOT'O MO3Ta (MHOTAA W CIIMHHOT'O) Pa3BUBAETCS
BaKyOAM3aIlUs, YTO COIIPOBOXKAQETCS 0OOpa3oBaHUEM
AMUAOUAHBIX OASIIIIEK U BEIPA’KEHHBIM 'AMO30M [6, 7].
[Mo sTM npr3HaKaM IPHUOHOBBIE OOAE3HU CXOAHHI C
MeAAEHHBIMY BUPYCHBIMU UHPEKIIUIMU, KOTOPble MO-
I'yT Pa3BUBATHCS [IPU IIONIAAAHNU B OPTAaHU3M BUPYCOB
KOpHU, KPacHyXH, KAellleBoro sHIledarnuTa, IpoCTOro
repreca, B4 u Apyrux BUpycos.

K HacrosmiemMy BpeMeHU Yy AIOAEH OIUCaHBI de-
ThIpe IPUOHOBLIEe OOAe3HU: Ooae3Hb KpeHlTiidean-
pa — SlkoOa, Kypy, cuHppoM 'epctmanna — IlTpe-
yccaepa — llleiiHKepa 1 cMepTeAbHasd ceMeliHas 0ec-
conHwuIla [6 — 8] (Taba. 1). ABa mocrepAHUX 3a60AEBaHUS
BCTpeYaroTcsd peAKo. PacripocTpaHeHHOCTb OCTaABHBIX
IIPUOHOBHIX 3a00A€BaHUM YeAOBEKa BeChbMa Pa3Any-
Ha B 3aBUCUMOCTU OT KOHKPETHOI'O BHAA ITaTOAOTMU
U UCCAEAyeMOTro peruoHa. [TouTu Bo Bcex pernoHax
BCcTpeuaeTcs 6ore3Hb KpeliTiipeabpa — SAkoba ¢ ua-
croro# 0,3 — 1 cayuait Ha 1 000 000 HaceareHUd B TOA.
CooTHolIeHHe MeXAYy 3a00AeBae€MOCTBIO MY>KUUH U
SKeHIIWH cocTtaBasgeT 1,5 : 1. B HeCKOABKUX pernoHax
Mupa 3ab0AeBaeMOCTb OKa3bIBaeTCsl 3HAUYUTEABHO
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Boie: ChroBakus, M3pauas u Uuau [1]. Cemelinasa
ooae3nb Kpentngeanpa — Axkoba, cuppom ['ep-
ctmanHa — lTpeyccaepa — [lertnkepa u paTarbHAA
ceMelHasi UHCOMHUSI OTHOCSTCSI K AOMUHAHTHO Ha-
CAeAyeMBIM IPUOHHBIM 3a00A€BAHUAM, CBI3aHHBIMU
C HEKOTOPBIMHU MYTallusIMU IIDMOHHOTO IreHa [3, 4, 8].

Boaesns Kpetitiideabpa — SAkoba (kKrnaccruecKui
BapuaHT) ObIAa BHepBble onucaHa B 1920 r. Hesa-
BHUCHUMO APYT OT Apyra KpeintndeabpoMm u SIKoOOM.
MHdeKIIMoHHbBIEe IPUOHEL IPXU AQHHOM OOAE3HU MOT'YT
BO3HUKATh B MO3TI'e CIIOHTAHHO, TocAe 50 AeT. BHauane
3a0oaeBaHue MPOSIBAsIETCS B (popMe KpaTKUX II0-
Tepb NaMATU, U3MEeHEeHUSIMHU HaCTPOEeHUs, MoTepen
HHTepeca K IPOUCXOAAIeMYy BOKpyT. ITocTeneHHO
OOABHOM CTAHOBUTCS OECIIOMOIIHBIM. B KOHeuHOM
daze HacTynaeT pacCTPONUCTBO 3PEHUs, TaAAIOIHA-
WU U PACCTPOUCTBO peuu. B 3akAtoueHHU OOAE3HB
IPOSIBASIETCSI B (hOPMe OLICTPOIPOIPECCUPYIONUIEro
CcAA00yMHUSL, HHOTAQ COIIPOBOKAAEMOI'O PUTMUYECKU-
MM CyAOpOraMu, IIopAepruBaHueM Mol [2, 3].

ITpu HacAeACTBeHHOU (hopMe NPU3HAKU U XOA 00-
A€3HU ITOAOOHEI TAKOBBIM IIPU KAACCHUYECKOM hopMe.
Boae3HBb BO3HUKAET B CeMbIX, FA€ HACAEAYETCS I10-
Bpe>XKAEHUEe reHa AAS IIPUOHOBOTO IIpoTenHa [2, 3, 9].

B 1974 r. ObIA 3apPeruCTPUPOBAH IIEPBLIU CAyYal
pasButusa 6oare3nu Kpentiderppa — AKobda BCaeA-
CTBHE SITPOTE€HHOTO 3apa’keHMus (TaK Ha3bIBaeMBINU
HOBBIM BapuaHT 60Ae3HU). CMepTh OT HOBOTO BapuaHTa
Oone3nu Kpetrieabpa — SIkoba BepBble 3aperu-
ctpupoBata B 1995 r. B Beauko6putanuu. B 1996 r.
OBbLAA AOCTOBEPHO AOKA3aHa CBSA3b MEJKAY dMIM300TU-
el KPYIIHOI'O pOoTraToro CKOTa M 3NHUAEMUel OOAe3HU
Kpenitudeaspa — SIkoba y Atopeli. BeposiTHee Bcero,
AIOAH 3aPa3UANCH OT MSICHBIX IIPOAYKTOB, COAEPIKAIIIIX
NIPUOHEL JKUBOTHBIX C «KOPOBBUM O€IIeHCTBOM» [3].

HoBblil BapuaHT 3a00A€BaHMUS KAMHUYECKU U I1a-
TOMOPMOAOTUYECKU OTAUYAETCH OT KAACCUUECKOTO
BapuaHTa. boAe3HL mopa>kaeT U MOAOABIX AIOAEM (B
U3BECTHBIX CAYYadX — HAuWHAd C 27 AeT). Y OOABHBIX
HaOAIOAQETCSI U3MEeHEeHUe AMYHOCTH, TePSIeTCs UHTepeC
K CBOMM [IPUBSI3@HHOCTSIM, OHU CTOPOHSATCSA AQKe CaMBIX
OAM3KUX, ITIOAAQIOTCS AeTIpeccrsiM. Aaree CAeAyeT IIOXY-
Aa@HUe, HapylleHre KOOPAUHALIUY ABIDKEHIN, II0SIBACHUE
OeCIIOMOIITHOCTH BO BCeM — OOABHOM Ad’Ke He MOJKET
I0eCTb Oe3 4y KOU MOMOIIU. B pe3yAbTaTe HapylleHUs
OCHOBHBIX JKU3HEHHBIX (DYHKIUY OOABHOU ymupaet. [To
CPaBHEHUIO C KAACCUYECKUM BapUAHTOM HACTyIIAEHUe
CcAabOyMUST OTAQACHO, U MTAlTeHT OUeHb AOATO OCO3HAET
CBOe yXyAlllatolleecs: COCTOsIHUeE [9, 8].

Kypy u cunpapom I'epctmanna — lltpeyccae-
pa — LlleliHKepa TPeACTaBASIIOT COOOY KAMHUYECKIEe
pazHoBupHOCTU O0oAe3HUM KpenTndeabpa — Akoba,
pa3Anvaroluecs COOTHOIIeHNeM UHTEHCUBHOCTHU
CIIOHTHO03a, aMUAOUA03a U IAN03a B MO3TOBOM TKaHMU.
CaepoBaTeabHO, Ooae3Hb KpelTiideabpa — Skoba
CAY>KUT KaK Obl TA@BHBIM ITOKa3aTeAeM CTelleHU pUCKa
3apa’keHusl 4yeroBeka [2, 3].

3aboaeBaHUe Kypy oIMcaHo B 1957 r. aBCcTparmuii-
CKUM BpayoM 3UTacoOM U aMepHKaHIeM ['alipycekoM.
OnupeMus Kypy 6bira oOHapy>keHa B maemenu Dope,
NPOJKUBAIOLIEM B rOpPHBIX paioHax [lanya Hoson
I'Bunen. 3a rop ymupano 200 yerosek. boae3Hs nepe-

AABaNaCh IIPU PUTYAABHOM KaHHUOAAU3Me, C UCUEe3HO-
BeHMeM KaHHMOaAn3Ma IIpaKTUUeCcKy nucuesaa [9, 9]. B
HAYaAbHOU CTapAUU OOAE3HB IIPOSIBAIETCS TOAOBOKPY-
SKeHHEeM U yCTaAOCTEI0. [ToToM A0GaBAsSIeTCSI TOAOBHAS
OOAB, CYAOPOTH U, B KOHIIE KOHIIOB, TUIIMYHAA APOKb.

B 1959 r. 6aaropaps nccaepoBanusam W. Hadlow
OBIAO BBIIBAEHO KAUHMKO-MOP(OAOTHUUYECKOE CXOA-
CTBO KypPY U CKpeIlY, B pe3yAbTaTe uero OBIAO AOKa3aHO
HaAM4Me MEAACHHBIX MHPEKIUN y ueroBeKa. B 1967 .
J. Griffiths BEIABUHYA T'UIIOTE3Yy, COTAACHO KOTOPOM
BO30yAUTEAEM CKPEeIIU SIBASIETCS CaMOPEIAUIUPYIO-
muricsa 6eAoK [J].

3a OTKpBITHME MHPEKIUOHHOTO XapakTepa 60-
Ae3HU Kypy l'atipycek Obia ypocToeH B 1976 1. Ho-
OeAeBCKOM IpeMuen 1Mo (pu3moAOTUN M MeAUlIHE.
laripycek He IpHU3HaBaA IPUOHOBYIO TEOPUIO U OBIA
yOe’KA€EH, UTO I'yOuaTyro SHIe(arOIaTUIO BEI3BIBAIOT
MeAAEeHHBIEe BUPYCHL.

[TprOHOBYIO TEOPUIO PA3BUTUA I'yOUaTON 3HIIeda-
AOIIATUM Pa3pabOoTaA APYTOM aMepPUKAHCKUM YUeHBIH
Crenau [Ipycunep, 3a 4To To>Ke ObIA yaOCTOeH Hobe-
AEBCKOM ITpeMuM 110 PU3NOAOTUU U MepuTTuHe B 1997 1.
CoraracHO AQHHOU TeOpUU MH(QPEKLIUHHBIM areHTOM,
BBLI3LIBAIOIIMM I'yOUuaTyio 2HIledaroIaTuIo, SIBASIETCS
HOPMaABHBIN OeAOK (puc. 1), CTOCOOHBIN ITEPEXOAUTEH B
IAaTOAOIMYECKUY uepe3 u3MeHeHre KOH(OopMaIyu.

CunapoMmI'epcrmanza — Ilrpeyccaepa — IleitH-
Kepa Obin orticaH B 1928 1. [2]. Boae3Hb TakKe BBI3hIBa-
eTCs IOBPEeKAEHHEM I'eHa AN IPUOHOBOIO IIPOTEMHA
U IIPOrPeCcCcUpyeT OueHb MEAAECHHO. Y IIalleHTOB pac-
CTpauBaeTCs KOOPAUHAIIUS ABUKEHUN U PAa3BUBAETCS
Ts>KeAoe chaboyMmue (2, 4].

CMepTeabHas HaCAeACTBeHHas 0eCCOHHMIIA OblAa
OTKPBITA y OAHOM UTAaABIHCKOM ceMbl B 1986 1. ['ene-
THUYeCKHe U3MEeHEeHUS BBIIBACHBI B TOM JKe r'eHe, 4TO U
TIPU APYTHUX BBIILIEONIMCAHHEIX 3a00AeBaHUAX. BoAbHEIE
CTPAAQIOT PACCTPOMCTBOM KOOPAWHAIINY ABUIKEHUS,
TOPMOHAABHBIMU PACCTPOUCTBAMU AHEBHOI'O PUTMa U
B pe3yAbTaTe 3TOro 6eCCOHHUIEH [2, 4].

I'pynna npruoHOBBIX 3a00AeBaHUI KPOMe YeThIpex
3a00AeBaHUN YeAOBeKa BKAIOUAeT LIeCTb OOAe3HeN
SKUBOTHBIX: CKPENU OBeI] U KO3, TPAHCMUCCUBHYIO
5HIIe()aAONATHIO HOPOK, XPOHUYECKYIO U3HYPSIOLIYIO
OOA€e3Hb HEKOTOPBIX BUAOB OAEHEN U AOCeH, I'yOKOO-
Opa3Hyo 3HIIe(aAONATUIO KPYITHOI'O POTaTOro CKOTa
(KopoBBe OelIeHCTBO), I'yOKOOOpa3Hyro 3HIledaro-
MaTHIO KOLIEK U IyOKOoOOpasHyo 3HIedarOnaTHo
9K30TUUYECKUX KONBITHHIX [1] (TabA. 1).

B 1986 r. B BeAukoOpuTaHUM pas3pa3urach dIIN-
300TUA TYOKOOOpa3HoU 3HIle(AAOIATUN KPYITHOTO
poraroro ckora («00Ae3Hb OellleHOU KOPOBBI»), Ha
nuke KOTopou B 1992 r. perucTpupoBaroCh OKOAO
1000 caryuyaeB 3a00AeBaHUN KOPOB B Hepaearo. K 1997
r. 00Ae3Hb [TIOpa3uAd OKOAO 1 MAH. JKMBOTHBIX, YaCTh
KOTOPBIX ITOIIaAQ B IIUIIEBYIO LIeIlb AFOACH U JKMBOTHBIX
[7#]. ApyruM UCTOYHUKOM UH(EKIJTMOHHOTO IIPPOHOBO-
ro 6eAKa SIBUAACH YIIOTPeOASIBIIASACS AT BEIKAPMAU-
BaHUS MOAOAHSIKA PA3HBIX JKUBOTHBIX MSICO-KOCTHAs
MYyKa, IOAyYeHHas u3 osell. [To3zke rybKooOpas3Has
sHIledaronaThs KPyIHOTO pOraToro CKOoTa, KpoMe
BeaukoOpuTaHuy, ObIAG 3aPETUCTPUPOBAHA U BO MHO-
TUX APYTHX CTpaHax.
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Tabaunya 1

CoBpeMeHHas KnaccugukaLusi NPUOHHbIX 60s1e3Heli 4e/I0BeKa v XKMBOTHbIX

Ho3onornveckas chopma

EcTecTBeHHbIN XO3AMH

BonesHb KpenTudenbaa — Akoba Yenosek
Kypy Yenosek
Cunapom MepcTmanHa — LTpeyccnepa — LWenHkepa Yenosek
CwmepTenbHasa cemeiiHas 6eccoHHuua Yenosek

Ckpenu

OBuUbl 1 KO3bI

TpaHcmuccrBHas aHUedanonaTus HoOpok

Hopku

XpoHuyeckast usHypsitolasi 6onesHb

OneHu 1 nocu

'ybkoobpasHas aHuedanonaTus KpynHoro poraToro ckoTa

KopoBb! 1 6biku

['y6koobpa3Has aHuedanonaTus KoLlek

Kowwukun

['y6koobpa3Has aHuedanonaTus aK30TUYECKNX KUBOTHbBIX

AHTVNONBI 1 601bLLION Kyay

HcTopusa nccaepoBaHuid. XoTs HHPEKIIMOHHAA
IpUpPOAA TPUOHOBHIX 3a00AeBaHUM ObIAa AOKA3aHa,
0OHaAPY>KUTh BO30yAUTEeAeH TPDAaHCMUCCUBHBIX I'YOKOO-
Opa3HbIX dHIlearOTaTUM AOATO He MOTAU. [Ipuunna
— IIOUCK HyKAEHMHOBBIX KMCAOT, a He OeAka. B To xe
BpeMsi IOCTEIIeHHO HAaKalIAMBAAMCh AQHHEIE, KOTOPBIE
IIO3BOASIAM CYAUTH O HEKOTOPBIX CBOMCTBAX IIPEATIOAA-
raeMbIX Bo30yauTeneit. OKa3zanrocCh, YTO IIpeAIIoAarae-
MBIU MH(EKIIMOHHBIU areHT, HAUBBICIIIee COAePyKaHue
KOTOPOTO OBIAO YCTAHOBAEHO AAS MO3IOBOM TKaHY,
CIIOCOOEH IIPOXOAUTE Yepe3 OaKTepUarbHbIe (PUABTPLL
c AmameTpoM 1op oT 25 Ao 100 HM, He croco6eH pa3s-
MHO>KATbCSI Ha MCKYCCTBEHHBIX MUTATEABHBIX CPeAaX,
BBI3LIBaET r'0eAb 3apakeHHBIX JKUBOTHBIX, IepBOHA-
JaAbHO HaKAIIAMBAETCS B CeAe3eHKe U APYTUX OpraHax
P3C, a 3aTeM B MO3roBOM TKaHH, apaIITUPYETCS K HO-
BOMY XO35IUHY, UYTO HEPEAKO COIIPOBOXKAAETCS YKOPO-
JeHHeM NHKYOaITMOHHOTO IIEPUO0A], XapaKTepHU3yeTcs
HaAMYUeM reHeTU4YeCKOro KOHTPOASI ¥ UyBCTBUTEADL-
HOCTHU HEKOTOPBIX XO35I€B AASI BOBOYAUTEASI CKPEITU U
HaAMYUEeM APYI'HX IPU3HAKOB. OTU IIPU3HAKU XapaK-
TEPHBI AAS IIIMPOKO U3BECTHBIX BUPYCOB.

Ho Ob1AM OOHapy>KeHBI X ADyTHE CBOMCTBA — BO3-
OyAUTEAU OKa3aAMCh YCTOMUYUBBIMU K A€HUCTBUIO OeTa-
IIPONIMOAAKTOHA, (DOPMAABAETHAR, TAIOTAPAABAECTHAR,
HyKAea3, IICOpareHOoB, HarpeBaHus A0 80 °C, YD-ayuet,
HOHU3UPYIOLIeN papualiuy, yAbTpasByka. OHU 4yB-
CTBUTEABHBI K (DEHOAY U AeTEPreHTaM IIPU HalrPeBaHMH.
ITproHBI MOTYT IEPCUCTUPOBATEL B OPraHU3Me YeAOBeKa
B TeUeHHe AAUTEABHOTO BpeMeHH, He BLI3bIBas HU KAe-
TOYHOTO, HU 'YMOPAABHOI'O UMMYHHOIO OTBeTa. OHU He
SIBASTIOTCSI THAYKTOpaMu MHTepdepoHa 1 He UyBCTBU-
TEABHBI K HeMy. [laToreHHBIN OeAOK HaKallAUBAeTCs B
BUAE PA3AMYHBIX aMUAOUAHBIX arperaTos.

ITpHUOHBI AOATO Ha3bIBAAU «HEOOBIUHBIMU BU-
pycamm», 1 ToabKO B 1982 r. 6umoxumuxk C. [py3u-
Hep YCTaHOBUA, YTO MH(PEKIUOHHOCTDL CBs3aHa C
HU3KOMOAEKYASIPHBIM OEAKOM, He COAep KallluM
HUKaKOM HYKAEHHOBOM KUCAOTHI [6]. EMy BriepBEIe
YAQAOCH BHIAGAUTH M OUUCTUTDL IPUOHOBLIA OEAOK
(27— 30 KAa) U3 TOAOBHOI'O MO3Ta U CeAe3eHKHU 3apa-
SKEHHBIX CKPETIMCOAEPFKAIINX MaTePHUarOM XOMSIKOB,
KOTOPBIN OBIA Ha3BaH «MH(MEKIIMOHHBIM IPHUOHOBLIM

6eakoM» 1 ob6o3HaueH Kak PrP 27 —30 (TepmuH 06-
pa3oBaH Kak aHarpaMMa arAMiCcCKHUX CAOB «OeAKOBast
nH@EKIIMOHHAsA YacTulla» — «proteinaceous infectious
particle»). OTa MOAeKyAa IPEACTABASIAG COOOM CHAAO-
TAMKOIIPOTEWH U SIBASIAACH COCTaBHOM YaCThIO CKPEITH-
aCCOIIMUPOBAHHBIX PUOPUAA — CTEPRKHEBUAHBIX
gactuii auamerpom 10 — 20 um m poanHOM 100 — 200 HM,
YABTPACTPYKTYyPHO HaIIOMUHAIOIITUX aMUAOUA,. B cocTa-
Be Ka’KAOU YaCTHUIIBI COAEPKAAOCH HECKOABKO THICTY
MoaekyA PrP 27 — 30. [Tpy3uHep olpeAeAuA IIPUOH Kak
MaAyio 0€AKOBYIO MH(PEKIIMOHHYIO YaCTHUILY, YCTOMN-
YUBYIO K MHAKTUBUPYIOIIUM BO3AEUCTBUSIM, KOTOPEIE
MOAUMDUIUPYIOT HYKACUHOBBIE KUCAOTHL.

Pe3yAbTaThl MOCAEAYIOIIUX UCCAEAOBAHUN ITOA-
TBEPAUAU IPUOHOBYIO IPUPOAY BO30OYAUTEAEN TPAHC-
MUCCHUBHBIX TYOKOOOpPa3HbIX 3HIlearolaTUN U Ha
9TOM OCHOBAHUU TOAOOHBIE 3a00AeBaHNSI 0003HAYAIOT
Telepb KakK «IIPHOHOBBIEe OoAe3HU». Ha ocHOBaHUM
AMUHOKHCAOTHOM IToCcAepOoBaTeAbHOCTH PrP B 1985 1.
OBIA BEIAEAEH U UCCAEAOBAH I'eH, KOAUPYIOIIUN IPUO-
HOBBIY OeAOK, ToAyumuBIINY HazBaHnue PRPN [5].

Pasmuoskenmne nproHoB. [ToraratoT, YTO IPUOHBI
Pa3MHOXKAIOTCS IIyTeM YABOEHUS IIaTOTeHHBIX (hOPM
IIOCAe UX KOHTaKTa C HOPMaAbHBIMU MOAeKyAaMu. [ 1pu
9TOM HOPMAaAbHBIE IIPEBPAITAIOTCS B [TaTOTEHHBIE, YHUC-
AO KOTOPHIX IIOCTOSTHHO YBeAWUYUBaeTCs. MexaHm3M
ITOCTTPAHCASAITMOHHON MOAU(PUKAIIMU HOPMAaAbHOT'O
MIPUOHOBOTO GEeAKa U HaKOMAEHUST MHPEKITMOHHOTO
IIPUOHOBOTO OEAKA B 3apa’keHHOM OPraHu3Me CETOAHS
TOYHO He u3BecTeH. [1pu uamMeHeHuu KoHPOpPMAIINNU
IIPUOHOBOT'O OEAKa TTPOUCXOAUT 0Opa3oBaHUE TOK-
CUYHBIX, HEM3BECTHOU MPUPOABI, TPOMEKYTOUHBIX
IPOAYKTOB. ITaTOAOTHMUECKUN IPOIleCC BO3MOJKEH
TOABKO TaM, TA€ B AOCTaTOUHOM KOAUYECTBE IIPUCYT-
CTByeT HOpMaAbHasa (popMa IIPUOHOBOTO OeAKa, KOTO-
pas ABAgeTCs CyOCTpaToM B IPUBEAEHHOM peaKIUu.
Oco6u, auntennsle PRPN, He 3apaykatoTcsi IpUOHaAMU
U, BEPOSITHO, BOOOIIe He TOABEP KEeHBI 9TUM 3a00AeBa-
HuAM [8]. AAs 0ObsiCHEeHUs TpeBpalnenus 6eaka PrP¢
B PrPS¢ mpeanrOsKeHbBI AB€ MOAGAW — TeTepOAUMepHast
U MOAEAb 00pa3oBaHusd sgApa [8].

HM3MeHeHUs B OpTaHU3Me IIPU IPUOHOBLIX 3a-
OonreBaHUSX. [1pU pa3AMYHBIX TPUOHOBBIX OOAE3HIX
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COOTHOIIIeHNEe MOP(OAOTUYECKUX IIPU3HAKOB IIOA-
BepJKeHO 3HauMTEeALHBIM KoAebaHusM. Hanpumep,
npu 6oae3Hu Kpelitiideabpa-AIkoda aMUAOUAHBIE
OASMIIKKA BCTPEYAlOTCd AUIIb B 9 % CcAydaeB, a IIpHU
Kypy — B 70 %. [1pu Bcex 3a00AeBaHUAX OTMeUYeH
rano3. I'lpu cMepTeAbHOM ceMelHOM OeCCOHHUITE TPU
MHKPOCKOIIMYECKOM HUCCAEAOBAHUU MEAUOAOPCAAD-
HOTO U ITIePEAHEBEHTPUKYASIPHOTO SIAEP TaAaMyca Bbl-
SIBASIETCS IIOTEPS HEMPOHOB M aCTPOTAMO03, TPU3HAKU
CIIOHTHO03a BBIIBAGIOTCSA TPyAHee [3].

IMTocaepAOBATEABHOCTE COOBITUM AECTPYKIIUH MO3Ta
IIpU IPUOHOBLIX 3a00AeBaHUIX yTouHseTcs. [TepBoHa-
YaAbHO IIpOIecC r'mbeAr HeMPOHOB PacCMaTpPUBAACS
KaK M3HAYaAbHBIM IIPU3HAK. 3aTeM pPa3BUBAIOTCS
CIIOHTMO3 U aMUAOUAO3, M 3aBepIIaloTCs BCe COOBI-
THS peaKnusMU IAMo3HOM TKaHnu. Ho pe3yabTaThl
HUCCAEAOBAHUU CBUAETEABCTBYIOT O He TOABKO pella-
pUpYIOIIel poAU T'ANHU B ITaToreHe3e. OKa3aroCh, UTO
cuHTeTHuYecKuH mentup, 106 — 126, rOMOAOTHYIHBINA
II0 CBOUM IIOCAEAOBATEABHOCTSIM aMUAOUAHOMY
0€eAKy, BBIAGA€HHOMY U3 MO3TOBOU TKaHU OOABHOTO,
norubuiero ot cuHppoMma 'epctmanna — IlTpeyc-
caepa — lllerHKepa, IpU BHECEHUU B MEPBUYHYIO
KYABTYPY HEMPOHOB U aCTPOIIUTOB BEI3EIBAET TNOEAD
MePBBIX 110 TUITY AIIOIITO3a ¥ BEIPA’KEHHYIO IPOAUde-
paluio u runepTpoduio BTOPLIX [3, 22].

AHaAM3 ITOCAEAOBATEABHOCTH COOBITHMM B MO3Te
MBIIIIel, 3apa’keHHBIX CKPEIIH, I0Ka3aA, YTO aKTHUBAITUS
MHKPOTAUM U IOCAEAYIOLas UMMYHOPEAKTUBHOCTD
IUTOKUHOB B XOA€ Pa3BUTHUS OOAE3HU HACTYIAIOT
3HAYUTEABHO paHbllle, YeM (POPMUPOBAHUE CIIOHTUO-
3a. Hauano IpoAyKIMK HUTOKUHOB, aKTUBUPOBAHHOM
TAHMeH, IPeALIeCTBYeT alloIITO3y HEMPOHOB [3].

Hawnbonabmas skcnpeccusi rena PRPN 3apeructpu-
pOBaHa B HEMPOHaX. B TKaHAX HeMH(MUIIUPOBAHHBIX
SKUBOTHBIX OBIA OOHAPY>KeH OEAOK, IIOXO>KUU Ha OeA0K
PrP 27 — 30, on noayuna HazBaHue PrP° (ab0peBnarypa
oT aurA. — Prione Protein of Cell) nau HenH(MpeKIMOH-
HBIU IIPUOHHBIN OeAOK. B ero CTpyKType BEIACASIOT 3
o-meny, 2 B-1enu U AUCYAbQUAHBIN MOCTUK (puc. 1).

Puc. 1. HopmanbHas dopma nproHoBoro 6enka.

Briro ycTanoBaeHO, uTO PrP¢cunTesupyercs B
9HAOIAA3MATUIECKOM CeTH, TAE K OEAKY IIPOUCXOAUT
npucoeArMHeHUe TUAPOPOOHOTO rAnKo3urdocda-
TUAUANMHO3UTOABLHOI'O SIKOPS U caxapoB. CuHTe3U-
poBaHHBIU PrP¢, mpoxoaa uepes ammapar ['oabax#,
TPAHCIIOPTUPYETCS Ha MOBEPXHOCTH KAETKHU, TA€ OH
CBSI3BIBAETCS C TAMKO(OCHATUAUAUHOZUTOAOM [2].
3akpenieHue 0eAKa B MeMOpaHe IIPOUCXOAUT ITOCAE
YAAQACHUS Y HEro AUCyAb(PUAHOTO MOCTUKA. Berok
NPUKPENAEH K BHEIIHEMY CAOI0 MeMOPaHbl KAETKHU
HeMpOHa C IIOMOIILIO IKOPSI U MOJKeT OBITh YAAAEH
u3 TKaHu (pocdoanunazom u OpoTeaszoi, OH MOXKeT
IePEeHOCUTHCS BAOAL aKCOHQ, IPOAOAKUTEABHOCTD
TOAypacIiapa CoCTaBAseT 5 — 6 4acoB, paclap, IPouc-
XOAUT TOA AeticTBueM mpoTeasnbl K [2]. Ha N-konre
UMeIOTCSI OKTAIIOBTOPHL, OTBEYAIOIe 3a CBSI3bIBaHNe
ABYXBAA€HTHBEIX METAAAOB — MeAU, IIUHKA, HUKEeAS,
mapranna [18].

I'en PRPN, oTBeuaroniuii 3a CUHTE3 IIPUOHOBO-
ro 6eAKa UMeeTCsl Y BCeX MAEKOIINTAIOIINX, IITUI] U
APYTHX KUBOTHBIX, HU3IINX DYKapHoT [2]. Y 4eroBeKa
OH PAcCIIOAOKEH B KOPOTKOM IIAede XPOMOCOMEL 20,
KOAUPYeT 253 aMUHOKUCAOTHL. [ 'eH sIBASeTCS BBICOKO-
KOHCEPBATUBHBIM AASI MHOTHX BUAOB MAEKOIIMTAIO-
muX (TOCAEAOBAaTEABHOCTD U3 24 aMUHOKUCAOTHBIX
OCTaTKOB, AesKalrag Meskay 112-mu 135-M octaTkamu).
OueHb BEICOKHE YPOBHHU €TI0 3KCIIPeCcCUU OOHAPY KU-
BAIOTCS B HelipoHax, rae KoHnenTpanus nPHK aas Prpe
npuMepHo B 50 pas BEIlIIe, 4eM B 'AUM. boree HU3KUe
YPOBHU DKCIIPECCUM I'eHa MOJKHO OOHApY>KUTh U B
APYTUX TKaHAX. [[eH IPUOHOBOro OeAKa peryAupyeTcs
B IIpollecce pa3BUTHUS U TOAAEPIKUBAET YCTOUUUBYIO
9KCIIPECCHUIO BO BpeMsd BCeM KU3HU opraHusma. M1a-
BeCTHBIe QYHKINY OeAKa — 3TO y4acTHe B 9HAOLIUTO3€e
U KaTaboAU3Me KAETOK, llepepdue HEPBHBIX UMIIYAb-
COB, OIIPEAEASIIONIAsl POAL B IIOAAEPIKaHNUY TaK Ha3bl-
BaeMbIX IJUPKAAUAHHBIX PUTMOB, PETYAIIINAS CYTOYHBIX
LIMKAOB aKTUBHOCTU U IIOKOSI B KAETKaX, OpraHax U B
opraHmusMe B 1leaoM. [Ipearnioraraercs, 4To 6€AOK MO-
SKeT BBIIIOAHSITH CUTHAABHEBIE (DYHKIIUY, IPENSITCTBO-
BaTb OKUCAUTEABHOMY CTPECCY, IPUHUMATh y4acTUE B
ME>KKAETOYHOM Y3HaBaHUU U KAETOUHOM aKTUBAIIUY,
y4acTBOBAThb B (DOPMUPOBAHUY NTaMATH [2], 0OAaAATE
aHTUOAaKTepHUaAbHOM aKTUBHOCTEIO [16]. B sakcmepu-
MeHTAABHBIX MCCAEAOBAHUSAX IPUMEHEeHUe aHTUTEA K
HOpPMaAbHOMY OeAKy PrP¢yBeAndymBano anionTos; sKC-
npeccus resa BCI-2 camxanracs. Okcnpeccus PrbPe B
LIHC y 300pOBEIX ATOAEY aKTUBHEE, YeM Y AFOAEH C 00-
Ae3HBIO AAblIXaviMepa [25]. HabAtoparochk cCHUDKeHHe
ypoBH4 PrP¢ 6eaka B 1epeOpOCIMHAABHOM JKUAKOCTH
y 60ABHBIX O0A€3HBIO KpeliTiidheabpa — SIK00a, ¢ 60-
Ae3HAMU AAbIxariMepa, [lapkrHCOHA, MHOKeCTBEH-
HBIM CKAE€PO30M, MO3rOBOU HIIIEeMUEN, SIUAEIICUEH,
MeHUHTUTOM [15]. BBIAO IOKa3aHO ydyacTrue OeAka B
PEryAsiIiuM COAEP>KaHUS KaAbllug B HEUPOHAX, 00e-
CIIeYeHNUU COXPaHEeHUsI Pe3UCTeHTHOCTH HEHPOHOB U
ACTPOLIUTOB K OKUCAUTEABHOMY CTpeccy [2, 5].

K Hacrosamemy BpeMeHH 3aukcupoBaHo 20
myTtanui resa PRPN, Ao0CcTOBepHO CBA3aHHBIX C
IPUOHOBEIMU 3a00AeBaHUAMU. [Ipu ciopapmyeckom
ooae3nu Kpenrngenrbpa-AIko6a He 0OHAPYy>KeHO
HUKaKUX MyTallul 1 BO3HMKHOBEHHE OOAE3HU CBSI-
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3BIBAIOT C TUIIEPIKCcIIpeccuent PrPe, 4To BepeT K crion-
TaHHOMY KOH(OPMAaIMOHHOMY mepexopy PrP¢B Prpse
[2]. Vi3BecTHO naTh pa3HBIX (DEHOTUIIOB (IITAMMOB)
KoH@opMatuii PrPS mpu cmopapmdyeckoi GoAe3HU
Kpeittigeanpa — Axoba [11].

B skcniepuMeHTax Ha MBIIIAX, 3apa’kKeHHBIX CKpe-
1y, OBIAO ITOKA3aHO, YTO B HEHMPOHAX 3aMeAASIAOCH
IIpOoBeAeHUEe UMIIYAbCA (3@ CUeT AeMUEeAUHU3aluu
BOAOKOH), Hapyllarach CHHANTUYECKasd Ilepepaya,
IIPOUCXOAMAA THOEAB HEMPOHOB ITyTeM anonro3a. 13-
MeHeHMs Ha OMOXUMHYEeCKOM YPOBHE BEIPA’KAaAUCh B
CHUKEHUU aKTUBHOCTU OKUCAUTEABHBIX (PEPMEHTOB,
QHTUXOAMHICTEPA3bl, XOAMHAIleTUATPAHC(EepPasHl,
BO3PaCTaHUU aKTUBHOCTU IAMKO3UABHBIX I'MAPOAA3,
YMEHBIIeHUN CeKPeluu CEPOTOHNHA, HOPaAPEeHaAH-
Ha, AOPaMMHQ, ITOBBIINIEHNN aKTUBHOCTU aprUHAa3HI.
KonuenTtpanus apruaassl B LIHC, BeposATHO, iBAgeTCS
AUMUTHPYIOUIUM (PAKTOPOM, OIIPEAEATIONINM KOAWUYe-
CTBO apruHuHa [7].

KAro4eBBEIM COOBITHEM BCEX IIPUOHOBHIX 3a00Ae-
BaHUM SBASIETCS IIePEX0A HOPMaAbHOM (pOopMbI OeAKa
PrPeB narorennyto PrP5 (a66peBuarypa 06ycAOBAEHA
TeM, YTO IPUPOAHBIM pe3epByapOM MH(EKINOHHON
(OpPMBI IPUOHOB CAY’KAT OBIIBI X KO3BI, Y KOTOPBIX
CIIOHTAHHO MOJKET Pa3BUBATLCSA 3a00A€BaHUE IIOA
Ha3BaHUEM «CKpenmu»). AMUHOKMCAOTHAs IOCAEAOBA-
TEeABLHOCTE 3TUX OCAKOB aOCOAIOTHO UACHTHYHA. PrpPse
OuYeHb YCTOMYMB K [IPOTea3aM U APyruM hakKTopam
[17, 20] (puc. 2).

Puc. 2. Nepexon HopmManbHOM GopMbl NPUOHOBOMO Geska B na-
Tosnorunyeckyio dopmy: A — Monekysa 6enka B HopmMasib-
HoW KoHdopMauuun; B — Mmonekyna 6enka B aHOMasibHOM
KOHdOopMaumn (Bbl3blBaeT KOPOBLE OELLEHCTBO).

[TpeanonaraeTcs, YTO BaKHYIO POABL B 9TOM IIPO-
Lecce UrparoT MeMOpPAHbL, TOUHEE AUITMAHOE OKPYJKe-
Hue 6eaka PrPe [20]. PrPco6pa3yeT ckonaeHus (KaacTe-
PEI) B y4aCTKaxX MeMOpPaHbI KAETKH, OOraThIX XOAeCTe-
pHHOM, B Tak Ha3bIBaeMbIX padTax [26]. KouBepcus
PrP¢B nmaTtoreHHbIl 6eAOK PrP5¢ BeposTHO, IPOUCXOAUT
Ha padTax, T. K. yAaAeHHe XOAeCTepruHa UHIMOUPYeT
dopmupoBauue PrPs [3]. PrPS kak u PrP¢, umeer
TUAPO(OOHEIN IKOPH, TaKXKe TAUKO3UAUPOBAHHBIN.

OpHako B oTAanume oT PrP¢on cBs3aH ¢ MeMOpaHOU
TaK, YTO HEAOCTYIIEH AN ocdoammiasel. Ha nmporiecc
KOHBEPCHUU BAUSIOT AUCYAb(DUAHBIE CBA3U OEAKE, €eTO
CTelleHb TAMKO3UAMPOBAHUS U CBSI3BIBAIOIINECS C HUM
MeTaaAbl. THruOMpoBaHue TAUKO3UAUDPOBAHUSA UAU
AEAeIIUM eTo CaluTOB YCKOPSIIOT 0Opa3oBaHue IpoTea-
30pe3ucTeHTHOM (popMbl. O BAUSHUN NOHOB MapraHiia
U MEeAU IIOAYUYEeHBI IPOTUBOPEUNBLIE AaHHBIE — peydb
UAeT 00 YCKOPEeHUU KOHBEPCUU IIPU 3aMeHe OAHOTO
MeTanAd Ha APYTOH [2]. Y oBer, 3apa’kKeHHBIX CKpPeIln U
IIOAYYAIOIINX MEAb B KOPMe, CTeIIeHb CIIOHTH03a BBIIIIe
[7]. TTokaszaHo, uyTo PrP°6enoK u3MeHsAeT BHYTPUKAE-
TOUHYIO AOKAAM3AIIUIO IMHKQE, HO He eT0 COAepIKaHue
[18]. B 60oAbIIel Mepe PrPS HakammAnBaeTcs Ha TOBEPX-
HOCTH KAETOK U B MEKKAETOYHOM IIPOCTPAHCTBE B
dopMe aMOPHBIX AETIO3UTOB, AUDPDY3HBIX (PUOPUAA
HUAU ODAOTHBIX aMUAOUAHBIX OAdlIeK [2]. Meskay Hell-
POHaMM OT KAETKU K KAETKE MOJKET OCYIIeCTBASTHCS
TpaHCIOPT 060uX 6eAKOB — PrPcu PrP5¢[5].

MopdonrorunueckumMu N3MeHEeHUSIMU IIPU IIPUO-
HOBBIX 3a00A€BAHUAX SABAGIOTCS: CIIOHIMO3 CEPOro
BeljecTBa (0OAee BBIPAKEHHBIN — OKOAO MO3TOBBIX
KPOBEHOCHBIX CcOCYyAOB [10]), compoBOXXAQIOIIMMICS
aTpoduel U rubeAblo HEMPOHOB, aCTPOIIUTO3 U
TAHO3.

3apa’keHue NPUOHOBLIMU OOAE3HSIMU MOJKET
IIPOUCXOAUTE KaK AAMMEHTapPHBIM ITyTeM, TaK U IapeH-
TepaAbHO. B HacTosIee BpeMsi aANMEeHTapHBIN IyTh
IepeAauy uMeeT 0co00e 3HaUeHUe B CBI3U C BO3MOXK-
HBIMU 3IIM300TUAMU I'yOKOOOPa3HOM 3HIledarOIaTUN
KPYIIHOT'O POTaTOro CKOTa U APYTUX JKUBOTHBIX, UCIIOAB-
3yeMBbIX B IIUIITY YeAOBEKOM. VIMeIoTCsI cAydan 3apake-
Hus 6oae3HBI0 KpelTrideabpa-SIko6a uepes3 KpoBs [ 19,
24]. Mupek1MOHHbBIEe IPUOHBLI OOHAPY’KEHBI B MOAOKE
CKpenu-uHMUIINPOBAaHHBIX, HO BHEIITHE 3A0POBbIX OBEll;
MOI'YT COAEP>KaThCs B CAIOHE Y KDOBH OA€HEH, UTO IIPH-
BOAUT K 3aP&KEHUIO eCTEeCTBEHHOU CpeAsl [21].

HecmoTps Ha 3HaunTEeAbHOE CXOACTBO TeHa PRPN
Y PasHBIX BUAOB MAEKOIIUTAIOLIUX, MEKBHUAOBOE 3a-
paskeHUe yAaeTCs B 9KCIIEpUMEHTe He BCerAQ, BeposiT-
HOCTB IIOBBIIIAETCS Y 9BOAIOLIMOHHO OAU3KUX BUAOB.
W3ydyeHue BUAOBOTO Oapbepa OBIAO y’Ke HAauaTo B
uccaepoBanusax [pysunepa [17].

[Tpuons! u crapenye. A@BHO 3aMeUeHO II0OPa3UTeAb-
HO€e CXOACTBO MO3TOBBIX HapYILIEHUH IPU IPUOHOBBIX
OOAE3HSIX YeAOBeKa U JKUBOTHLIX C MO3TOBLIMU U3Me-
HEHUSMU, PeTUCTPUPYEMBIMU IIPU CTapeHun. Takue jke
[IaTOTUCTOAOTHMYECKHEe U3MeHEeHUsT B MO3re, KaK Y I10-
IrHOLINX OT Kypy, 00Ae3HU MAK CMHAPOMa 'epcTManHa-
ITpeyccaepa-llleitHKkepa, ObIAY BEIIBAEHBI B MO3TOBOU
TKaHM AIOAEH, CTPaAABIIMX OOAe3HBIO AAbIIXauMepa,
CTapuecKUM cAabOyMUEM U Aa’Ke Y BHEIITHE 3A0POBBIX
IIOJKUABIX AIOAEU. BBIAO ITOKa3aHO, 4TO pPa3AWYHEBIE
9AEMEHTEI TAUY, TAaBHBIM 00Pa30M aCTPOLUTEL, Xapak-
TEePU3YIOTCS IMIePTPOdUEN KAETOK U IIOBBIIIEHUEM
UX IPOAM(EepPaTUBHON aKTUBHOCTU. DTU U3MEHEHUS
COIIPOBOJKAQIOTCSA YBeAUUEeHUEeM CUHTe3a TAMAaABHOTO
pubpusrgapuoro 6eaka (GFAP) ocobenno B obaacTu
TUIIOKaMIIa ¥ aparunmnokamna [3, 9].

Hape>kHoM AMarHOCTUKU IIPUOHOBBIX OOAe3HeU
AO IIOSIBA€HUS CUMIITOMOB y YeAOBeKa B HACTOsIlee
BpeMsI He CYIIIeCTBYeT.
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[TpepraraeTcsi IpeBeHTUBHAS TePAIKs, 3aKAI0Ya-
Iolasics Bo BBepeHuun uamenennoi PHK npruonosoro
0eAKa, He CIIOCOOHOM A@BaTh TaTOreHHBIe (OpMEL [14].
Apyrue cTpaTeruy AedyeHNs HallpaBAEHBI Ha BEIKAIOYe-
HUe reHa IPUOHOBOT'O 0eAKa, T. €. Ha IIPeAOTBPAllleHue
dopmupoBanus PrP5nyrem nopaBaeHus cuHTe3a PrPe
U ero TPaHCIOPTa K IIOBEPXHOCTU KAETKU [2, 23], Ha
IpeAOTBpallleHue cTaOuAM3anUuu CTPYKTYpel PrP¢;
peBepcuu PrP%¢ B mpoTea3ouyBCTBUTEABHYIO (DOPMY;
GAOKMPOBKU B3auMopericTBust PrPec PrP5 u aopyrumu
MOAEKYAAMH, YIaCTBYIOLIUMHU B IIpOllecce KOHBEPCUH,
BBIBepeHMs PrPSeu3 opranmsma [2]. BeritecTBamu, mpu-
MEHUMBIMU AAS AOCTUXKEHUS ITUX LeAel, ABASIOTCS
HEeKOTOpble aHTUOUOTUKM (aM(OTepUIInH, TeTpaliu-
KAUHBI), TOAMAHUOHBI, TAFOKO3aMUHTAUKAHBI, TEeTpa-
nupoau. OHu 3(pdeKTUBHEL in Vvitro, Ha KyAbTypax
KAETOK U AaOOPATOPHBIX JKUBOTHBIX AO IOSIBA€HUS
KAMHHUYECKUX CUMIITOMOB [2].
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