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Pe3iome

Cpeav HeilpoaereHepaTMBHbIX 3a601eBaHUA 00606 MECTO 3aHMMAIOT BbI3blBAagMble MPUOHAMU. HECMOTPS HAa MHOrONeTHMe
UCCMEA0BAHNSA, BCE LLe He 6bIN0 HARAEHO ONTUMANbHOE CPeaCcTBO ANA 60pbObl ¢ HUMKU. B 3TOM 0630pe paccmaTpuBaoTCs
YXKe U3y4eHHble acneKThbl NPUOHHbBIX 3a60M1EBAHNI KaK Knacca, 0CO6EHHOCTU NaToreHeaa, TeYeHUs U UCX0da Haubonee pac-
MPOCTPAHEHHbIX U3 HIX, & TAKXE CYLLIECTBYHOLLME CMIOCOBbI JIBYeHs 1 MPOCHUNAKTUKK.

Kniouesble cnosa: npuoH, 6onesHb Kpeiudenbara-ko6a, 60ne3Hb Kypy, (hatanbHas CeMerHan MHCOMHMS, CUHAPOM [ep-
TcMaHa-LUTpayccnepa-LUeiHkepa

Summary

Prion diseases constitute a very specific group of neurodegenerative disorders. Despite many years of studies, little avail was
achieved interms of effective treatment. This review focuses on the data acquired throughout continuous studies, both common
for prion diseases as a group and specific for most prominent variants, as well as possible approaches to prophylaxis and
treatment of said diseases.
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Beenenue

[Mpron — mHbEKIMOHHAs IeNbHAs OSNKOBasi JacTHUIIA,
CIOCOOHasl BBI3BIBATH TPAHCMUCCUBHBIE I'yOuaThle HeHpose-
reHepaTHBHBIE YHIE(ATIONATHH Y JIIOeH ¥ HEKOTOPBIX JKH-
BOTHBIX [27]. B wacTHOCTH, y JONeii TPHOHAMU BBI3BIBAIOT-
cs1 6one3np Kpeiindenpara-SJkoba (cymecTByeT HECKOIBKO
¢dopm: cropaguyeckasi, BApHAHTHAsI, CeMEeHHas M, B PEIKUX
cinydasix, atporeHsas), Kypy (B psae MCTOUHHKOB — Kypy),
curnpom [eprcmana-llltpayccnepa-1lleiiakepa u daranb-
HyI0 CeMeHHYyI0 WHCOMHHUIO. Bo3HHMKHOBeHHE 3THX 3aboie-
BaHMI CBSI3aHO C IPEBpalleHHEeM HOPMAJIbHOTO KIETOYHOTO
Oenxa PrPc B marorennsrit PrPsc. [lo cux mop momommmHHO
HEHM3BECTHBl MHMIMHPYIOIINE IaTOreHeTHIeCKre (hakTophl
pa3BUTHSA MHPEKIUH, KaK X BO3MOKHBIE METOABI UX JICICHHS
[27].

Hctopus orkpeitus npuoHoB. B 1933 rogy nns pas-
BUTHS KUBOTHOBOZACTBa (epmepsl n3 Vcmananu 3axazanu
OoJbIIyIO MAPTHIO OBell n3 ['epMaHuy, 1mocie 4ero, CIyCTs
HECKOJIBKO JIET, CPeIH ITHX OBEI] CTAJIM BO3HUKATH CITyJan He-
H3BECTHOTO 3a00JIeBaHysl, HA3BAHHOTO BIIOCIIEACTBHU «CKpe-
iy (Todecyxa). JTa BCIIBIIIKA yHECIIa )KU3HN 3HAYUTEIBHON
4acTUu NapTUU OBEL. YT0OBI BBISICHHTH NpUYINHY, 3a UCCIIE-
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JoBaHUs B3suics JokTop B. Sigurdsson, copmymupoasmmii
YeThIpe NMPHU3HAKa HOBOTO 3a00NIeBaHUS: 3HAYNTEIBHBIA MH-
KyOaI[IOHHBII TIEpHOA, MEIUICHHOE TeYeHUe, HEOOBIYHOCTh
MOpPa)KeHUsI TKAHEH ¥ OpPraHOB, CTOIPOIIEHTHAS JIETAILHOCTb.
Belmeyka3aHHble MPU3HAKH JIENIU B OCHOBY HOBOTO TEPMHHA
«MeJUICHHBIC HH(EKIHm».

Tpu roma cmycts Bpad u3z Amepuku (D. C. Gajdusek)
HCCIIeIoBAIT IUIEMEHa Kypy — KaHHHOAJIOB B TOPHBIX pano-
Hax Hogoii [ BuHen, n o6Hapyx w1 601e3Hb, HA3BAaHHYIO BIIO-
CJISICTBUM B UX 4ecThb. bone3np Kypy mmena Bce mpu3Haku
«MeJUIeHHBIX MH(peKnui». Tak mpon3omnia HHTerpanus Be-
TEepUHAPUH U MEAUIMHBI YeloBeka [7, 26, 41].

Mopdonorndeckne ocodeHHOCTH. ['pynma TpaHCMEC-
CUBHBIX T'yOKkooOpasHbIX sHIepantonaruii (TI'D) umeer psag
001X MOp(OIOrHYeCKUX MPU3HAKOB: T'yOKOOOpa3HbIE H3-
MEHEHHUS TOJIOBHOTO MO3ra, THOeTh HEHpOHOB, acTPOIIHO3
¥ HaKOIUIEHHE IAaTOJOIHYeCKOro I1aTOJIOTHYECKOro MPUOH-
nporenna PrPsc [9, 26, 42, 47] Ilpu cBeTOBOIT MUKPOCKOTINI
BBIABISIETCS. BaKyolIM3als (THApONHYEcKas IUCTPOQHs)
IIUTOIIa3MBI HEHPOHOB, B T.4. X JACHIPUTOB U akcoHOB. [To-
MHMO HEHPOHOB, TUCTPO(PUIECKIE N3MEHEHHS 3aTParuBaoT
acTpouutsl [9, 24].
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B unky6anmonHom nepuone TI'D B rojJoBHOM MoO3re
MOTYT OOHapyXWBaThCS XapaKTEpHBIE T'HCTONATOIOTHYE-
CKH€ NPU3HAKU: MOBBIIIEHHE KOINYECTBA aCTPOLUTOB U aK-
THBAaIMsl MHUKPOITIHAIBHBIX KJIETOK. DTH M3MEHEHHS 4acTo
MIPEIIECTBYIOT BaKyOJIH3alUK U THOEITN HEHPOHOB, a TAKXKe
Pa3BUTHIO MEPBBIX CUMITOMOB 3aboneBanust [9, 42]. Kpome
TOTO, JI0 MOSIBJICHUS TIEPBBIX KIIMHNIECKHUX IPOSIBICHUH B Be-
mectBe ['M cokpalaeTcs KONU4ecTBO CHHAIICOB U ACHAPHT-
HBIX mnuKoB [11, 42]. TTomumo obmmx MOp(OIOrHIeCKIX
MPU3HAKOB TPAHCMMCCUBHBIX T'YOKOOOpa3HbIX dHIe(aona-
THH, KaXkJ1ast HO30JIOTUYECKasl IHIUNA UMEEeT CBOM OCOOCH-
HOCTH. Bo MHOroM 310 00YCIIOBICHO H30MPAaTEIbHOCTHIO
MOP(OIOTHIECKUX TOpaxeHuit [9].

Bonesns Kpetitndensara-Sdkoda. [Ipu nanrOM 32060-
JIEBaHWU THIMYHOW JIOKaJaM3alyeil maroMopgonornyeckux
HM3MEHEHUH sBIsieTcst Kopa Oonpmux nomymapuil. [Tomnmo
9TOTO, MOTYT MOpPaXKaTbCsl Oa3allbHbIE TAHTINM, CTPYKTYPHI
CTBOJIa MO3ra U MO3ke4ok [17, 24, 47]. [Ipu TeueHun 3a60-
JIeBaHUSA 10 3 MecAleB B MOP(OIOrHYeCcKoi KapTHHE IpeBa-
JIMPYIOT CIIOHTHO3HbIE H3MEeHEeHns. B mpomexxyTke ot 3 Me-
csmeB o 1 roga xapakrepHsie a1t TT'D mopdonormdaeckue
NPHU3HAKH BBIPAXKEHbI PABHOMEPHO, a MPH MPOJOIKUTETHHO-
ctu Gonee Gonee 1 roga oTMedaercs mpeoOiasaHue acTpo-
rno3a [4].

[Tpu 6one3nn Kypy B TKaHSIX TOJOBHOTO MO3T'a BBISIBIIS-
I0TCS aMIJIOUHBIE ONAIIKK C MPEUMYIIECTBEHHOH JOKalH-
3aryeil MaToJIOrMYecKoro mpolecca B Kope OONbIINX MOITy-
mapwii [9, 12].

Cunppom I'epctmana-Crpayccnepa-1lleitnkepa. ['ucro-
MIaTOJIOTHYECKUE M3MCHEHHMS B IIEPBYIO OYEPE/Ib BEISBISIOTCS
B MOJIEKYJISIPHOM CJIO€ MO3XkeuKa. B MeHbI1el Mepe nopaxa-
eTcst kopa Gonpmmx nomymmapui [9, 19]. [IporpeccupoBanne
3a00JIeBaHHsI COTIPOBOXKIAETCS aTpodueil yka3aHHBIX OTHEe-
J10B Mo3ra [9, 29].

[Ipu ¢aranpHON ceMeitHO OECCOHHHUIIE THCTOMATONO-
TMYEeCKUE HW3MEHEHUs JIOKAU3YIOTCsl B HEMpoOHaX Talamy-
ca. BeIIBIISIOTCS THNMYHBIE NPHU3HAKK: THOENs HEHPOHOB,
acTpOININO3, HATMYUE aMIJIOUAHBIX Onsmek. Habmromatorest
CIOHTH(OPMHBIE U3MEHEHHS Pa3INIHOI CTETICHN BBIPayKEeH-
HoctH [9, 30].

Jlokanu3anust U CTENeHb BBIPAKEHHOCTH MOP(OIOTH-
YeCKNX HOPaKeHUH OIpesieNsieT 0COOEHHOCTH KIIMHUYECKON
KapTuHbI 3a00neBanus. Bo MHOrux ciywasx 3t 3aboinesa-
HUSI KIMHUYECKH He ANarHOCTUPYETCS, ¥ M3MEHEHHS BBISIB-
JISIOTCA JIUIIB TPU MOP(OIOTHIECKOM HcciaenoBanuu [9, 16].

Otuonarorenes3. Pacnonoxxenusiii Ha 20-0if Xxpomoco-
Me YeJIoBeKa KIETOYHbIH MproHHHBIH Oenok (PrPc — cellular
prion protein) mo cBoel CTPYKType SIBISETCS CHAJIOIIUKO-
MPOTEMHOM C MoJeKy sipHoi Maccoit 30-35 k/la, cocrosmmit
13 4YeThIpeX a-CHMPANbHBIX JOMEHOB U KOAUPYETCS TE€HOM
PRNP [34]. JIng Hero XapakTepeH BBICOKMH YPOBEHb DKC-
npeccun B [IHC u B opranusme. CHHTE3UpyETCS OH IPEUMY-
LIECTBEHHO B HEHpPOHAaX, a TaKXe Ha ITOBEPXHOCTH MHOTHX
JpYTUX KIETOK, HapPUMep, B KIETKaX CEIE3€HKH, KEeITyr0d-
HO-KHIIIEYHOTO TPaKTa, KOXHU U JtuMparuueckux y3ios [20].
Hecmortpst Ha TO, 9TO posts PrPc B opranmsme n3ydeHa He 10
KOHIIa, YK€ M3BECTHO, UTO CIEKTpP €ro (yHKIHUH JOCTaTod-
HO BeNWK. B mBaHHOBCKHX KieTkax Genok PrPc momnepsku-
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BaeT TOMEOCTa3 MHEIMHOBOH OOOJIOUKH, B3aUMOICHCTBYS
¢ G-6enkoBbiM penentopom Gprl26, B HEPBHBIX BOJOKHAX
obecrieunBaeT pETyIAIMI0 CHHANTUYSCKOW TIepenadn, a
TaKKe UIPaeT HEMAJIOBAXHYIO POJIb B (DYHKIMOHHPOBAHUU
IUPKAIMAHHBIX PUTMOB ¥ Psijia METabOINIECKHUX IPOIIECCOB.
Ocoboe 3naueHue B ctpoeHuu PrPc mpumaercs N-koH1IeBoMy
JIOMEHY, CHOCOOHOMY B3aHMOJEIHCTBOBATH C Pa3IUYHBIMU
JUraHAamMy (MTaTOTHOMOHMYHBIN Uit OoJe3HH AJbIreiimMe-
pa a4b2 mentua, a-CHHYKJICUH, HOHbI METAJIOB U T.A4.). [lox
BIIMSIHAEM HEW3BECTHBIX Ha JAHHBII MOMEHT MEXaHHU3MOB
3aIycKaeTcsl Mpolecc M3MEHEHUs] KoHpopManuoHHOU (op-
MBI Oelika, BKITIOUAIOIIUI B ceOsl pacijieTeHHE B KOHIICBOM
ydJacTKe a-CIUpali ¥ 3aMeIleHne ee b-TshkaMu, B pe3ynbrare
Yero ATOT y4acTOK NMPUOOpeTaeT CBOWCTBO PE3UCTEHTHOCTH
Kk mporease [14, 18, 23]. ChopmupoBanHas nzopopma, nme-
HyeMmasi PrPsc, cTaHOBUTCS HEMPOTOKCHMYHOW M HaKarjuBa-
eTcs B BHJE HEPacTBOPUMEIX arperartoB, 0Opa3oBHIBasi BBI-
COKOYTIOPSIIOUEHHBIE (DHOPHILTBI - aMUIOUABL. MITOorom 3THx
HPOLIECCOB SIBISIETCS] THOENb KIETKH U IPOHUKHOBEHHE T1a-
TOJIOTUYeCKOl N30(hOPMEI B COCEIHUE KIETKH, YTO 00pa3yeT
HOPOYHBIH Kpyr. KoMuecTBO CKIIOHHBIX K arperaiui Mexuy
co6oii 6exoB PrPsc co BpeMeHeM yBeIHINBAETCS M XapaKTe-
pH3yeTCs SKCIIOHEHIHATIbHBIM POCTOM. M3 odara nopaxeHus
HPUOHBI MOTYT ITOIIAJIaTh B TOJIOBHOIM MO3T IIyTeM HEHpOMH-
Basuy, JUO0 depe3 remarosHnedanmueckuii 6aprep. [locme
MHQUIMPOBAHHS MO3TOBOM TKAaHW HAUYMHAETCS MPOLIECC pe-
urKaruy. HakorieHHbIe B O0IBIIOM KOTUYECTBE OENIKU BBI-
3BIBAIOT KACKaJ JET€HEPaTUBHBIX MPOLECCOB, BKIIOYAIOIINN
B ce0s pa3pacTaHHe acTPOIMTAPHOM HEUPOIIMH, MHUKPO-
INIHO3, a TaKKe aTpo(UI0 U CKIEPO3 TKAHU BCIEACTBUE OT-
noxxenust amuwitona. @opMupyroTcs Tak Ha3pIBaeMbIe I'yOKo-
o0pa3HbIe N3MEHEHHUsI MO3Ta, ITOCTE Yero HACTyNaeT BTOPOit
9Tal PeIUIMKALMY - paclpoCcTpaHEeHHe NPUOHOB 110 Hepude-
puueckum HepBaMm [10]. OmnpeneneHAy 0 pollb B MATOTEHE3E
IPHOHHBIX 3a0o0seBanuii urpatot MukpoPHK - kiacc mansix
Hexopupytomux PHK, npenmeTr akTHBHOCTH KOTOPBIX B IO-
creqHee BpeMs yrIyOneHHO m3ydaroT. CauTaeTcs, 4To OHHU
HPECTABISIOT COO0H XKU3HEHHO HEOOXOIUMBII U 9BOJIOIH-
OHHO APEBHHUI KOMIIOHEHT CUCTEMBbI PETYISIUH SKCIIPECCHU
T€HOB, YYacTBYIOIIMH BO MHOXECTBE OHOJIOIMYECKHX MPO-
[[ECCOB, B TOM YHCJE M PAa3BUTUH HEKOTOPBIX HACIICCTBCH-
HBIX 3a0oneBaHuil [15]. DKcriepuMeHTaNbHBIM IyTeM ObUIO
MOKa3aHO, YTO B HMH(UIMPOBAHHOM IPHOHAMH TOJOBHOM
Mo3re HaOTIoAaeTcst AEPETyIAIMS U MOBBIIIEHUE YPOBHS JKC-
npeccun psaa MukpoPHK (manpumep, miR-16 B HefipoHax
CA1l rummokamma), BO3MOXKHO IMOTEHLIUPYIOUINX MPOLECC
KOH(OopMaIMOHHBIX n3MeHeHui B 6ernke PrPc [3]. YunteiBas
BBICOKYIO CTENCHb B3aMMOJEHCTBUS N-KOHIIEBOTO JOMEHa
PrPc ¢ paznuuHbIMK IMraHAaMu, B TOM YHCIIE U C TTOCIIEI0BA-
TEJILHOCTHIO HYKJIEMHOBBIX KHCJIOT, HE MCKJIIOUYEHO €T0 BO3-
MOXHOE COEIMHEHHUE C onpeeieHHBIMU reHaMu MUKpoPHK,
YTO BEAET K KaTalu3aluu nporecca odpasosanus PrPsc u3
PrPc [6]. OnHako To4YHBIE MEXaHU3MBI KOH()OPMAIIMOHHBIX
W3MEHEHUH NPHOHHOTO OejKa MOoKa 10 KOHLA HE U3YYEHBI.
Hapsimy co cropaandeckuM IyTeM HHQUIMPOBAHHS, OIH-
CaHHBIM BBIIIIE, CYIIECTBYIOT €IlE JBa: HACICACTBEHHBIH, B
XO0JIe KOTOPOro MPOUCXOAUT FepMUHATHBHAS MyTanus B 20-i
XpOMOCOME U B OONBIINX KOJMYECTBAX HAYMHAET CUHTE3H-
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poBarbcsi natorenHas uzogpopma PrPsc, 1 TpaHCMHCCHBHBII.
[NocnenHuit BO3HUKAET MPH yNOTPEOICHNH B MTUILY HHOHIH-
poBaHHOII MO3roBoi TKaHU uesoBeka (Oone3np Kypy) mnun
KPYITHOTO POTaTtoro CKOTa, TepMHUYECKH HeoOpaboTaHHBIX
MSICHBIX TPOTYKTOB >XHMBOTHBIX, CTPaJalOMINX HPHOHHON
0O0JIe3HBI0, NPH TPAHCIUIAHTAIMM TKaHEH OHMOJIOTHYECKOTo
TIPOUCXOXK/ICHUS, BBEICHUH HEOUHIEHHBIX MMMYHOOMOIIO-
T'HYECKHX MPEnapaToB U reMOTpaHC(y3nOHHBIX MPOLEaypax
(HeKoTOpEIe aBTOPHI 0003HAYAIOT ATO SIBJIEHHE KaK ‘‘SITPOTEH-
Heli yTH”) [21, 35].

[Ipn TpaHMHCCHUBHOM ITyTH IIe€peady HepBUYHBII odar
3apakeHNS JTOKATN3YeTCs MPEK/IE BCETO B KUIIEUHHKE, OTKY-
Jia IPOHUKAET B TMM(OHIHEIE OPTaHBbl, I1€ PEIUIULUPYETCS U
3areM pacnpoctpansercs Ha [ITHC.

KinHuveckast kapTHHA HPHOHHBIX 3aboneBanuitl. [le-
010t KIIaccudeckoit popmel Oonesnn Kpentudensara-Axoba
(BK1) mpuxonurcs Ha Bo3pact ot 17 no 87 et (B cpenHeM -
64 rona). OCHOBHBIMHU KJIIMHUYECKUMH TPOSIBICHUSMHU, UMe-
IOMIUMH TUArHOCTHYECKOE 3HAUCHHUE, SBIISTIOTCS: IIPOTPECCH-
pyomasi IeMEHIHs, KaKk OCHOBHOH CHMIITOM; MO3)KEUKOBast
CHMITOMATHKA W 3pUTENIbHbIEC HAPYIICHNS, MHOKIOHHS, IH-
PaMHUIHBIE U SKCTpAMPaMUIHBIE IPOSABICHUA, aKMHETUYC-
ckuil MyTH3M [9, 24, 25, 29, 42]. PanHue npu3Haky HEPEIKO
XapaKTepU3yIOTCs 3pUTEIbHBIMHI HapyIIEHHAMH, TAKUMH Kak
HEYETKOCTh 3PEHUs, JUIUIONHUS, HHUCTAarM, CTpabu3M, 3pH-
TeIbHbIE TAJUIIOLUHALINY, 3PUTENbHAS aTHO3US, CKOTOMBI U
cyXeHHue Iojel 3peHus. B ciaydyae MacCMBHOro MmopaxkeHus
3aTBUIOYHBIX JI0JIEH KOPHI TOJIOBHOTO MO3Ta B 00IACTH MIMOP-
HOI OOpo3/1bl, a TaKKe KOPTHUKO-CTPHUAIIBHBIX H3MEHEHHH,
pa3BuBaeTcst KopkoBas ciernora [11, 17, 47]. Yacro 3abomneBa-
HHE COIPOBOXKAAETCS 0OIIEMO3TOBBIME CHMITOMAMH B BUJIE
TOJIOBHBIX OOJISH M MPHCTYIIOB TOJOBOKpYXeHHs. B pemkux
ClTy4Jasx IMPOrPEeCcCHPYIONEH AEMEHINH IMPEeAIIeCTBYeT He-
BPOJIOTHYECKas CHMIITOMATHKa, 0COOEHHO 3TO YacTo ObIBaeT
IIPU TaK Ha3bIBaeMoil ammoTpodudeckoit opme 3abomeBa-
Hus. IloABIArOTCSA CHacTUYECKUE Mapajuyd KOHEYHOCTEH B
COYETaHHH C HAPYIICHHUSIMH JKCTPAITMPAMHUIHON CHCTEMBI.
HaGmromaercss Tpemop, XOpEOaTeTOMIHBIE THIEPKUHE3BI,
BO3MOXXHBI MHOKJIOHHYECKHE OSIWISNTHYECKAE IMPUCTYIIBI
[4, 47]. Cnopanuueckas ¢popma BKS xapaxrepusyercs ot-
HOCHUTENBHO OBICTPBIM MPOIPECCUPOBAHUEM, JICTAIBHBIH HC-
XOI HacTyIaeT depe3 6-8 MecsmeB oT Ae00Ta 3a00/IeBaHMsI.
Knuauyeckass kapTHHA BKIIIOYaeT B ceds MOBEAEHUECKHE
paccTpoiicTBa M HapylIeHHs BBICIINX KOPKOBBIX (DYHKIHIL.
Takxke BO3MOXKHO pa3sBHTHE BTOPHIHO-TCHEPATHM30BAHHBIX
MHOKJIOHHYECKHX HPHIAJKOB, IPOBOLMPYEMBIX SIPKUM CBeE-
TOM M TPOMKHM 3BYKoM [12, 47]. [lns HOBO# (hopmbl BKS,
BIIEPBBIC OMKUCAHHOU B 1995 romy, mpucyuu Bce T€ xKe MpH-
3HAaKW, YTO W JUIS KIACCHYECKOH, HO OONe3Hb MPOTEKaeT ¢
Oonee BBIPAXKEHHBIMHM JTHYHOCTHBIMH HM3MEHEHUSIMH, KOTO-
pBIe POSIBIISIIOTCS B BUJIE AITaTHKO-a0yIHIECKOro CHHIpOMa,
MIPUBOJSIIETO K TOTEPE MAcChl Tela U ucTomeHuro [19, 47].
Eme oxHO# OTAMYMTENBbHON 0COOEHHOCTHIO HOBOM (HOPMBI
SIBIISIETCSL OTCYTCTBUE W3MeHeHmid Ha DI [37].

Bonesns Kypy, nuk pacnpocTpaHeHHs KOTOPOH mpH-
xommicst Ha cepequHy 20 Beka, HaOIoganach IpeuMyIe-
CTBEHHO y Hapoza mieMeHu dope - KUTene BHICOKOTOPHBIX
paiionoB HoBoii ['BiHeH, PaKTHKYIONIMX aKT KaHHUOAIN3-
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Ma. 3aboieBany NPEeUMYLIECTBEHHO JKEHIIWHBI U JETH, B
PEIKHX Clydasx MyX4uHbl. [IpomomkuTenbHOCTh GoNe3HN
Kypy B cpennem cocrasiser or 3 Mmecsaues 10 3 ner. Beny-
UM CUMIITOMOM BBICTYTIA€T MO3)KEUKOBasi aTaKCUs, HHOTIA
NPUCOCINHSIOTCS 3pUTENIbHEIE HapymeHus. boiee no3aHuMu
CHUMIITOMAaMH SIBIISIFOTCSL OynpOapHBIe M MCeBOOOYIbOapHBIE
HapyIICHUs, XapaKTepeH TaK Ha3blBaeMblil "HACHIIBCTBEH-
HBIH cMex". JleMeHIMs MOSBISeTCs JIUIIb B TePMUHATBHOMN
craguu. K netanrpHOMY HCXOAy OOBIYHO NMPUBOIUT PAa3BUTHE
OPOHXOITHEBMOHHH M JIBIXaTEJIbHOW HeTO0CTaTOuHOCTH [47].

Cunznpom ['epctmana-IllTpayccnepa-llleiinkepa ne-
Orotupyet B Bo3pacte 30-40 neT, IUTETLHOCTh TCUCHHS B
CpemHeM cocTaBisieT 5 jer. 3a0oneBaHHE XapaKTEePHU3yeTCs
CTOWKOI CHMIITOMaTHUKOW MOPAKEHUsI MOPKEUKA, Pa3BUTHEM
MPOTpecCUpyIoLIell TeMEeHINH, CIeToTon [47].

IIpu daranpHOil cemeitHoll OeccoHHMIE HAOIIOAAIOT-
csl qUCTpo(HUecKne M3MEHEHUs] B TajaMyce B pe3ylbrare
TOYEYHOW T'€HHON MyTalud IPUOHHOTO Oelka, pacloiIoKeH-
Horo Ha 20-# xpomocome. Tun HacienoBaHUS ayTOCOMHO-
noMuHaHTHEIN [43]. TlepBble MPU3HAKK MOSBIAIOTCS B BO3-
pacte 25 ner u crapie (00b14HO K S0 romam), mnocie 4yero
CMepTEIbHBII HCXOJ HACTYIIAeT, B CpexHeM, depe3 1-4 roxa.
OCHOBHOII CUMITOM - OBICTPO MPOTrpEecCCUpYIOIIasi, HE MO~
Jaromasics JiedeHnio acoMHus. OTCyTCTBHE CHa B TedeHHE
JUTITEIFHOTO BPEMEHH MPHUBOAUT K PA3BUTHIO TPEBOXKHO-
JETIPECCHBHOTO CHHAPOMA, MOSBIISIIOTCS TaJUTIOLMHALIUH,
HapacTaeT AeMeHIWs. Brocnenctesum Qopmupyercs Iuc-
(GyHKUIMST BereTaTHBHON HEPBHOM CHCTEMBbI, BO3HHUKAIOIIAS
BCJISICTBYE HapyIICHUS IUPKAJHBIX PUTMOB, BIMSIONINX Ha
YPOBEHb apTepUaIbHOTO JABIEHMs, TEMIIEPATypsl Tela, Ja-
CTOTHI CePAEYHBIX COKpAIICHHUH, KOHIIEHTPALIIO TOPMOHOB B
kpoBH. [IpHanHOM JIeTaNIbHOTO NCXOA SIBIAETCS HCTOLICHHE,
Pa3BUTHE MHTEPKYPPEHTHBIX BOCTIAIUTENBHBIX 3a00JIeBaHUN
[26, 47].

JlnarHocTrka TPHOHHBIX 3aboneBaHuil. Bo Bcex ciy-
Yasx BBIBICHUS OBICTPO MPOrpeccUpyIOeH feMeHIuH (0T
HECKOJIBKUX MECSIIEB JO0 JBYX JIET) B COUETAaHUU C MHOXE-
CTBEHHBIMH HEBPOJOTHUECKHMH IIPOSIBICHHAMH JIODKHO
OBITH 3aMOJO3PEHO NMPHOHHOE 3a00JICBaHUE W BBITIOJHEHBI
COOTBETCTBYIOLIME JAMArHocTuueckue meponpustus [19,
47]. Ilpu TOCTAaHOBKE BEPOSTHOTO AMArHO3a HEOOXOIMMO
PYKOBOZACTBOBATLCSA CIEAYIOIIMMHA KPUTEPUSMH: TIPOrpec-
CHpYIOIIasl AEMEHINS; OTCYTCTBHE JINXOPAJKH, HOPMaJIbHBIE
nokaszarean COD, neikopopMyabl, OTCYTCTBUE ILICOLMTO3a
B JINKBOPE; XapakTepHas AJs JaHHOW TPyIIbI 3a00JIeBaHU
HEBPOJIOTWYEcKass U MOPQOIOTrHIecKasl CHMITOMATHKA; 00-
Hapy>KeHHE CKpEeNn-aCCOLMMPOBAHHBIX (HUOpHII, 0OHapyKe-
HHE IpoTea3o-pe3ncTeHTHoro Genka PrPc mpu mposenennn
Western-0noTrinra; n3meHenus Ha 931" u1s1 criopaguyeckoit
¢dopmsr BKS. Ha mo3aaux cragusx 3aboieBaHus Xapakrep-
HbI U3MEHEHNA 110 AaHHbIM MPT roaoBHOro Mosra B BUJIE TaK
Ha3bIBaeMOT0 CHUMITOMAa '"MemoBBIX cotr" (OmiarepaibHbIE
THIICPHHTEHCHBHBIE CUTHAJIBI Ha T2-B3BEIICHHBIX H300paske-
HHSX), 0COOCHHO YacTO BBIBIISIEMBbIC B 00aCTH XBOCTAThIX
saep u Tanamyca. s ciopamuaeckoit hopmber BKS xapak-
TepHbl u3MeHeHus DOI' B Buae TpexdazHoi akTUBHOCTH. B
3aBUCHMOCTH OT CTAaWH 3a00JIeBaHMS BBIABIAETCS (OKab-
Has, OunarepanbHas U FeHepaTu30BaHHAs MHOKIOHHYECKas
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MapoKkcH3MajlbHas aKTUBHOCTh. B IOCTaHOBKe [uarHosa
TaKke UMEeT 3HAUYCHHE OLCHKA KOTHUTHBHBIX (DYHKIWH, B
4acTHOCTH TecTupoBanue no mkaie MMSE mensbiue 24 Gain-
noB. JIrom0aspHast MyHKIMS W aHAIU3 JIMKBOpA IO3BOJISET
onpenenuts ypoBeHb Mapkepa bKS (cnenuduanocts Tecra
6osee 90%). BoaMoxkHO TIpOBEICHUE TMPUKU3HCHHOW OUOTI-
cum Mo3ra [12, 47]. CeromHsi caMbIM TOCTOBEPHBIM METOIOM
JUarHOCTHKU 3a00JICBaHUH W3 TPYIIbl NPUOHHBIX SBISCT-
cst oOHapyxeHHe B OmonTare ormiokeHust PrPS ¢ momorrsro
HMMYHOIUTOXUMUYECKOTO MeToja. B kauectBe Omonrara
HCTIONB3YIOTCS IIepeBUBacMble KiIeTkn Heipormuu. [Ipu HO-
BoM BapuanTe BKSl Bo3MokHO 0OHapy)eHHEe WMMYHOILUTO-
XMMHYECKUM METOJIOM INPUOHHOrOo Oejka B OHonTare Io-
touHoi MuHIaNUHEI [30, 47, 51]. [lepcrieKTHBHBIM METOIOM
JAUArHOCTUKHU IPHUOHHBIX 60ne31-lei«'1 SABJIACTCA UCIIOJIB30BAHHC
YIBTPa3ByKOBOH CIIEKTPOCKOITNH KOMIUIEKCHBIX COSAMHEHHI
mnasMuHoreHa u PrPsc. MeTon ocHoBaH Ha CrOCOOHOCTH
IUIA3MHUHOTEHA, CBS3aHHOTO C HaMarHMYEHHBIMH YacTHIla-
MH 00pa30BBIBaTh COEAMHEHHS C MATOJIOTMYECKUM HPHOH-
MIPOTEUHOM U IpenunuTupoBars [8, 13, 16, 48]. Meroauka
Oblla IpHMEHEeHa Ha OMONTaTax MO3KeUKa OBEIl OONBHBIX
ckpenu [16]. JlaHHBIE H3MEHEHUsI (PUKCHPYIOTCSI C MTOMOIIBIO
YIIBTPa3ByKOBOH CHEKTPOCKOIMH C BBICOKUM Pa3peIICHUEM,
MO3BOJIAIOMIEH MOTyyaTh pe3yabTaThl B PEKHME HACTOSILETO
BpeMeHH. CelleKTHBHOE CBSI3bIBaHUE IIa3MHHOTeHa ¢ PrPsc
MOXeET OBITh 00ECIICYeHO 3a CUET UCIIONB30BAHUS IETEPreH-
Ta, YCKOPSIOIIero oopasosanue arperaros [16, 22]. [Tomumo
sToro, PrPsc, oGnanaromuii CKIIOHHOCTEIO K (JOPMUPOBAHUIO
arperaTroB JIy4Ille CBS3bIBAeTCS C IJIa3MHHOTCHOM, YeM TH-
npo¢unbHei PrPe [8, 13, 16]. MeTon MOXKeT PUMEHSTHCS B
IUarHOCTHKE MPUOHHBIX Oone3Hel 11t oOHapykeHus PrPsc
n muddepeHpoBanus H30(GOpM NPHOH-IIPOTEHHOB.

Jleuenne. B HacTosimiee Bpemst MpUOHHBIE OOJE3HH HE
TO/IIAI0TCS TEPAITUK HU OTHUM M3 CYIIECTBYIOLIHX METOJIOB,
MIPUMEHSIEMBIX B KIIMHIYECKOH MPaKTHKeE, (haKTHIESCKHU SIBIIS-
ACh HeU3NeYMMbIMU [27, 42, 45, 46]. B cBs31 ¢ yHUKaIbHBIMU
ocoberHocTIME Mopdororun u Gpusnonorun oenka PrPsc, B
OpraHM3Me HOCHTEIS IPAKTHIECKHU TTOJTHOCTHIO OTCYTCTBYET
HMMYHHBIH OTBET Ha MHQEKIHUIO, YTO 3aTPyIHIET HMMYHO-
Tepanuio U npopuinakTuky [26, 27, 39]. He naer pesynbra-
TOB U PYTHHHOE NPUMECHCHHE aHTHOWOTHKOB, CTEPOHUIIOB U
AHTUBUPYCHBIX TpernaparoB [26, 40]. Bripodem, mouck Ho-
BBIX CTpATErHil JIeueHHs1 BeAETCA HEIpepbiBHO. Tak, oqHUM
13 TIEPCTICKTUBHBIX HAIpaBiIeHUH B TEHHOH Tepanuy sBIIs-
eTcs CTadmIN3anus HOpMallbHOH KoH(popMarmu Oenka PrPc
U TIpefoTBpalleHne (GOpMHUPOBAHMS MAaTOTeHHOH N30(OpPMBI
PrPSc [28, 33].

Jiist 5TOro HEoOXOAMMO MCKIIIOUUTH BO3JCHCTBUE TeHA
MIPUOHHOTO OeNKa, HarpuMep, BBegeHneM m3MeHeHHoH PHK
PrPsc nnu onpeneneHHbIX reHeTHUECKUX MyTaluil. B skcne-
pUMEHTax in vitro, IPOBOAMMBIX Ha XHMBOTHBIX, OBLIO MOKa-
3aHO, 4T0, eciii 3aMeHuTh Q171R B Oenke PrP oserr u E219R
B PrP yenoBeka u BBeCTH aHHBIE PEKOMOMHAHTHBIC My TaHT-
HbIe OCTIKM MBIIaM, TO 00pa3oBaHHs MATOTEHHOW (HopMbI
PrPsc ne npoucxonut [39].

OnHAaKO, yYUTHIBAs BCIO CIIOKHOCTD PeasTi3aI[iy TeHHOT
TepalMu U OTCYTCTBHE IOJNIOKUTENBHOTO 3¢ dexTa oT cyie-
CTBYIOIIUX IIPEIIapaToB, HA JAHHBIH MOMEHT €JHHCTBCHHBIM
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METOIOM JICUEHHSI TPUOHHEIX OOJNIe3HEH SABIIAETCS UX IPOodH-
JTakTuKa. J[ns mpenoTBpaleHus ynorpedneHus nHOHIMPO-
BaHHBIX NPOIYKTOB nutanus B PO cymectByer nmocranoie-
Hue Nel5 «O Mepax 1o npenynpexaeHHIo pacipoCTpaHEeHUs
Kpeitrudenpaa-Ixoba Ha Tepputoprn Poccuiickoit ®enepa-
mum» [31, 36, 37]. Beuay yHuUKanbHBIX MOP(HOIOTHIECKHX
0COOCHHOCTEIl CTPYKTYpBl IPHOHA, NMPUIAIONIMX UM HEBe-
POSITHYIO YCTOHYMBOCTH K JIFOOBIM CTaHAAPTHBIM METOJaM
Je3uH(EKIUN U CTEPUIIN3ALMY, B TOM YHCIIE K YIbTpaduoe-
TOBOMY W MOHH3HPYIOLIEMY H3JTyYSHUIO, TTOBBIIIAETCS PHCK
STPOreHHOTO WH(PHULIUPOBAHUS, B CBSI3U C YyeM Tpedyercs 0o-
Jiee CTPOTHi KOHTPOJIb 32 MCHOJIB30BAaHUEM M OYHCTKOH Me-
IUIMHCKOTO MHCTpyMeHTapus [37, 44, 39].

B crpanax EBpomnbl ocoboe 3HaueHHe MpUaaeTcs orpa-
HUYEHUIO CO3/IaHMS WM PacIpOCTPAHEHHs JICKApPCTBEHHBIX
MpenapaToB U3 )KUBOTHBIX TKaHEW U MPUMEHEHHE F'€HHO-UH-
JKEHEpHOTro CHHTe3a Juid ux nonyuyenus [31, 37, 44, 32,50].
Nmerorcst coobmenns o pa3paboTKe 3ampeTa TpaHCIUIAHTa-
I[UM 1 BBEJICHUH JIIOOBIX OMOJIOTMYECKHX JKUAKOCTEH OT ma-
UECHTOB, CTPaJaloNINX qeMeHuei [44, 47,48].
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