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IIpronbl B HElIpOXUpPYprum

VuctutyT Helipoxupyprun um. axkan. Al PomoganoBa HAMH Vkpaussl, r. Kues

CreneHb «OMOJOTMYECKON ONACHOCTM» IIATOT€HOB
Jub0 IIpeyBeNMdMBaeTCH, MHAYyIMpyeMad papMaKkoso-
TMYEeCKVMY KOMITaHUAMM, 100 HEOOIEHNBAETCA B CUILY
HIBKOI MH(POPMMPOBAHHOCTY MEANIIMHCKOI 00IIecTBeH-
HOCTI. IIpMOHBI — YHMKAJIBHBIN KJACC MH(EKIMOHHbBIX
areHTOB. TepMuH «IpHuoOH» 00pa30BaH KaK aHarpaMma
QHIVIMIICKMX CJIOB «OEJIKOBBIE MH(PEKIIVIOHHBIE (YaCTUIIBI)»
— “proteinaceous infectious (particles)”. IIpuonsr He
COIEePIKAT HYKJIEMHOBBIX KMCJOT M, TaKUM 00pasom,
OTIIMYAIOTCA OT MMKPOOPraHm3MoB (0axkTepmii, rpubOB,
BUPYCOB U BUPYCONOROoOHBIX dacTuw). IIpuposa IproHoB
HesacHa. OHM CYIIECTBEHHO OTJIMYAIOTCA OT BUPYCOB: Y
HIX OTCYTCTBYEeT COOCTBEHHBIII I'€HOM; OHM He MHIYLV-
PYIOT UMMYHHBI OTBeT; 00JIalal0T 3HAYUTEJILHO Gojee
BBICOKOJ PE3MCTEeHTHOCTBIO, YeM BUPYCHI, K JIeJICTBUIO
BBICOKOJ TeMIIepaTyphl (BBIZEPIKMBAIOT KUIIAYEHNE B
Tedenye 1 1), YP-uzmyueHnd, MOHM3UPYIOLIEH pagualn
U K pas3JMYHbIM Je3VH(peKTaHTaM; HeuyBCTBUTEJIbHBI K
MHTepdepoHaM U He MHAYIMPYIOT UX cuHTe3 [1].

Bo ®pannuum npuox kBannpuLUpPoBaH Kak IaToreH
MaKCUMAJIbHO} CTemleHu omacHocTy, B Poccum — kak
IIaTOTeH 2-J1 CTEeleH) OIACHOCTM B OTHOILIEHMUM Mep
IIPEeOCTOPOYKHOCTY JIJIA MEJUILIMHCKOrO ITepcoHaa [2—4].
BasxHbII acIeKT CBA3AH C SIIMIEMMOJIOT el IPMOHOBBIX
MH(EKINI — HTO IPYIIILI PUCKA, COIPUKACAIOINECH C
3apasKeHHbIM MaTepyraJiOM KVBOTHBIX My 60sbHBIMUI. K
9TON TPyIIIe OTHOCATCS BETEPMHAPDI, XMPYPru (Ipeskie
BCETro HeMpOXMUPYypPru), IaToJOor0aHaTOMBI, Bpaun-aabo-
PaHTBI, CPeIHMI M MJIAAIIMIT MeOMIIMHCKNUI IepCOHAaJ
OIlIepalVIOHHBIX ¥ MOP(OJIOTMYECKUX IO pa3eseHmit,
paboTHMKY MAconepepabaThIBaOIEll IPOMbIIIIEHHOCTH
[5—-9].

PaccmarpuBaroT 1Be OCHOBHBIE IIPMYMHBI HEOOXO-
OVIMOCTM WM3YyYeHMs NaToJorny, obyCcJIoBJIEHHO BO3-
neiictBueM npuoHoB. OflHA M3 HMX — ODKOHOMMYECKad.
IIpm BBIABJIEHUNM OJHOTO CJy4as KOpPoBbero OelreHcTBa
HeoOX0MMO YHUYTOXKUTE BCE CTAZ0 M 3aIIPETUTD IIOT-
pebJieHNe MACHBIX IPOAYKTOB U3 JAHHOTO PErvoHa Uin
neJoii ctpabl. Takye IPoOJIEMBI YpEeBATHl CEPbe3HBIM
SKOHOMMYECKMM KpU3MCOM. Bropad mpuumea: MHQpEK-
LIMOHHBIN areHT — IIPMOH, ero IepBMYHAA CTPYKTypa
UIOEeHTUYHA CTPYKType HeuH@EeKUMOHHOro Oesika,
IIPUCYTCTBYIOLIETO B KJIETKAaX 3JJ0POBOIO OpraHmM3Ma, a
CHUCTEMATU3MPOBAHHbIE SMNIEMMUOJIOTNYECKYE aCIIEeKThI
pacrIpocTpaHeHHOCTH, MH(PUIIMPOBAHHOCTY, 3a00JeBae-
MOCTY ¥I CMEPTHOCTM OTCYTCTBYIOT.

Haunnasa ¢ coobiennii B. Sigurdsson, B inTeparype
HaKaIlJIMBaJIICh JaHHBIE O IPYIIe NH(EKINMII YeI0BeKa,
MopdoJIoruecKme NPU3HAKM KOTOPBIX XapaKTepn30Ba-
JIVICh IIPEMMYIIIeCTBEHHBIM IIOpaKeHVeM HeHTpaJ’IbHOI‘/‘i
HEPBHOM CHCTEMBI, II€PBUYHO-JeT€HEPATUBHBIMU IIPO-
neccamu (0e3 NMPM3HAKOB BOCIAJIEHNUA), IIOABJIEHMEM
«Iy04aToro» COCTOSHMS CEPOro M/ OeJIoro BelecTBa
TOJIOBHOTO ¥ CIIMHHOTO MO3Ta ¢ 00pa30BaHMeM aMUJIOU I~
HBIX OJIAIIEK 1 BBIPa’KeHHBIM IVIM030M. MeieHHbIe MH-
CbeKLU/H/I, BbI3bIBaeMble IIPVMOHAMM, Ha3BaHbI «IIPVOHHBI-
My 00JIE3HAMM», YTO IIMPOKO PACIIPOCTPAHEHO B HAYYHOM
JUTEpaType HaPAAY C OIpefesIeHNeM «TPaHCMICCYBHAA
ryokoobpasHasa sHuedasgonatug» (TTI) [10].

B HacToAIee BpeMa uMeOTCA JaHHbIE 0 CrIocOGHOC-
TV HEKOTOPBIX OEJIKOB K TpaHc(opManuy TPEeTUUHO! 1
BTOPMYHONM CTPYKTYPBI 6€3 MYTalVIOHHBIX M3MEHEHNI],
YTO CBUJETEJIbCTBYeT 00 DCCEHIMAJBHOM CIIOCOOHOCTM
Takux 0EJIKOB K IIaTOJIOTMYecKOol KoHdopmanun [3, 11,
12]. IIpouecc mpeBpalljeHUA HOPMAJBHOIO KJETOYHOTO
Oesika B MH(EKIMOHHBI areHT Ha3bIBaIOT KOH(OpMa-
nueil — HapylIeHMeM IIPOCTPAHCTBEHHON CTPYKTY-
pPBI €ro MOJIeKyJibl 0e3 M3MEeHEHNA aMMHOKMCJIIOTHOTO
cocraBa [13, 14]. C nmoasjeHneM apyrux 3abosieBaHMiL
Ha OCHOBe HapyIIeHMII TPeTUHUHON MJM BTOPUUHON
CTPYKTYPBI O€JIKOB CTAJM BBIAEIATE MH(PEKIIMOHHBIN 1
HEeMH(EKIVOHHbI aMMUJIONI03, BBEJEHO OIIpeJeseHye
«koH(opmManoHHbIe 6osie3Hn» [11, 15]. EcTb ocHOBaHMA
roJjlaraTb, 4TO TaKye KOH(POpPMaIMOHble OEJIKM MOTyT
UTPATh POJIb IJIABHBIX PEryJIATOPOB, B TOM YMCJIE TAKOTO
BasKHEIIIero mporecca, Kak yMeHbIIeHNEe IIPOJOJIIKI-
TEJIbHOCTH SKU3HIL.

IIaTorene3 IIpMOHOBON HHIle(AJIONATUN YHUKA-
JIEH C TeHeTMYeCKO} ¥ MH(PEKIMOHHOM TOYKM 3PEHMUA.
CoBpeMeHHasa KOHLENNNA [1aToreHe3a CIOHTM(POPMHOM
TPaHCMMCCUBHOI DHIE@AJONATUN IperyCcMaTpPUBaeT
BO3MOJKHOCTh MH(PUUMPOBAHUA HeJIOBEKA IPUOHAMMU
IByMsA criocobamu.

1. TparncMuccus MHPEKIIMOHHOIO areHTa apeHTe-
PaJIBHBIM (B TOM 4MCJle ATPOreHHbIM) IyTeM. Vcxonsa us
COBPEMEHHBIX IIPEeICTaBJEHNIA, TPAHCMICCH A IIPMOHOBOL
sHIle(aJIONaTUM OIpenessaeTca TpeMa (PaKTopaMu:
03071 MH(eKkTa, myTeM MH(PUIMPOBAHUA, BUJIOBLIM
b6aprepom. Jlo3a MHQEKIMOHHOIO areHTa, MOJIyYeHHad
XO3AMHOM, 3aBMCUT OT 00beMa TKaHM MH(QEKTa U ero
BUPYJIEHTHOM crIocOOHOCTY (MH(EKUVOHHBIN TUTP). ITpn
IIOBTOPHOJ 3KCIO3UILINN CYILIECTBYET PUCK KyMYJIATB-
Horo 3¢pdexra [8, 16, 17].

IIyTe uHpUIIMPOBaHNA IPMOHAMY UTPAET BasKHYIO
posb B (popMupoBaHuM 3ab0JeBaHMA U MIMEET OIIpe-
IeJleHHYI0 mepapxuio. IIo cTemeHM 3HAYMMOCTM IIYyTHU
MHPUIMPOBaHNA PaClIpeiesie e CIeAyIollee: MHTPAIe-
peOpaNbHBIA, MHTPAaBEHO3HBI, MHTPAIIePUTOHEAIbHBI,
IIONKOSKHBIN, OpaJIbHBIN (aamMeHTapHbIN). Curtyanun
PUCKa pas3iesAlT HAa MHAMBUAYAJBHBI PUCK U PUCK,
CBABAHHBIN C XapaKTepoM BozzelicTBuA. VIHIMBUAYyM,
Y KOTOPOTO IJIAHMPYIOT MHBa3MBHOE BMEIIATEJILCTBO,
MOJKeT 3apas3UThCsA ATPOreHHol popmoii bose3un Kperi-
tidpensaa-Akoba (BKA) ¢ BosmoskuocThio 1 Ha 10°% a
MMaI[MeHTOB, KOTOPBIM BBOAAT JKCTPAKTbI I'OPMOHOB,
OTHOCAT K TPYIIIle HaCTOTO PUCKA C BO3MOYKHOCTBIO
BO3HMKHOBeHUs Oosiesuu 1 Ha 10% GOJIBHBIX, ¥ KOTO-
PBIX IIPOBEJIEHBI HEMPOXUPYPrudecKmne MaHUIYJIALNN
¥ BMeIlaTeJbCTBa (ioMOaJsibHAA IMYHKIMA, IIepecagra
TBEPZOJ 0DOJIOYKN TOJIOBHOTO MO3Ta, MHTpPaoIlepaly-
OHHBIV MOHUTOPMHT OOl BIEKTPOCTUMYIANNA) TaKMKe
OTHECEHBI B I'PYIIY BBICOKOTO PUCKA MH(UIMPOBAHUA
npuonamu [3, 4, 12].

2. HacnencrBenHasa nepenada no Mergesto (ayTo-
COMHO-JOMMHAHTHBIV TUIl HacJjemoBaumusA). OmgHAKO 5TO
He IIPAMOe HacJIeIOBaHMe, a II0CJeoBaTeJIbHOE — depes
IpenBapUTEeIbHYI0 MeHHYHI ayTOPeIIMKALNI0 MHQEK-
IMOHHOrO areHTa. CHMHTE3 IPMOHOB KOHTPOJIUPYET T'eH
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PRNP, xotopslit y yesioBeka 3aJ0:keH B 20-1 XpoMocoMe.
YcraHoBJseHO 18 pasanyHbIX MyTaluuii rea PrP uesose-
Ka, CBA3AHHBIX C IIPMOHOBBIMM Oose3HaMu [3, 18, 19].

Ha coBpemeHHOM 3Tame MCCJEeNOBAaHMUA MOJIEKY-
JAPHBIX OCHOB INIPMOHHBIX 3abojseBaHMII deJOBEKa
HaIpaBJeHbl Ha UAEHTU(MUKAIMIO IeHa, KOAMPYIOIIEero
IIPMOHHBIN Oejiok. PacmmdpoBKa mociiefoBaTeIbHOCTI
€T0 aMMHOKNCJOT II03BOJIMJIA BBICHUTBE CTPYKTYDPY
KONVIPYIOIIeil 00JIacTy COOTBETCTBYIOIIETO I'eHa. OTOT
res, nostyunBiunii HazBauue PRNP, BoiesieH 1 nsyden
B Jaboparopun Y. Boiiccmanna. B HacTosAliee BpeMsa
cTpyKTypa 6eska PrP 1 coOTBETCTBYIOIIEr0 TeHa BhISAB-
JleHa BO MHOrux opranmuamax. 'exs PRNP sBosronionHO-
KOHCEpPBAaTVBEH: OH HallJleH y MHOI'MX MJIEKOIVTAIOIINX
u ntul,. B cTpykTypHOM OoTHomeHuu reisl PRNP mie-
KonuTaminux cxoxxkyu. Hamboabiee Koanuectso nuPHK
PRNP copepsxkutca B Heliponax [16, 20].

MaxkcuMaJIbHBI PUCK OTMedeH y Ial[MeHTOB IIpu
HaJM4YMY B aHAMHe3e yKasaHUs Ha ceMelHyio opMy
BEKf (y poxmureneil mam poncTBeHHMKOB). K rpymnme
0COOEHHO BBICOKOI'O PMCKA IIPMHAAJENKAT IALMEeHThI ¢
npusHakaMmyu BRI (¢ HapylleHneM ICMXOMOTOPUKU U
Iporpeccupymoleil AeMeHIyel, 1epebpaJbHOl aTak-
cueil, TIOBpeXKAeHMeM IJIa30/BUTaTEeJIbLHOIO HEPBA); Te,
KOTOPBIM BBOOMJIM T'OPMOH POCTa, TOHAOOTPOIIMHBI MJIN
IJIIOKOIepeOpOo3Mbl; JINIA, YJIEHBl CeMbM KOTOPBIX
ymepan ot BEA nau monobubix [4, 12, 21].

IIpnonoBBIe 3a00JIeBaHNA ABJIAIOTCA OJJHOBPEMEHHO
U MH(MEKUMOHHBIMM, M HacjencTBeHHbIMMU. OHM MOTyT
OBITH ¥ CIIOPANMYECKVIMM, IIPY 9TOM He BBIABJIAT HIU
OJIHOTO M3BECTHOro (paKTOpa PUCKA, XOTA BEPOATHO, YTO
nH(pera npruobpeTeHa OZHMM M3 IBYX paHee yKa-
3aHHBIX criocoboB [8, 12]. ITokasano, uTo nuddepeHN-
poBaHHBIE B-I1M@OIMTEI yH4aCTBYIOT B HEIIPOMHBA3UN
IIPMOHOB. TO MOXKET MMeTh 3HaueHMe IIpy pa3paboTke
METOZIOB IPOPUIAKTUKN 1 JieuebHOM cTpaTerun [22].

IIpn asmmmeHTapHOM 3apaskeHMM IIPUOHBI B I'PYyII-
IIOBBIX JIMMQATUIECKUX (POJIIIMKYJIaX TOHKOM KUIIIKN
IIPOHMKAIOT depe3 KJeTOYHbIe MeMOpaHbl BO BHYTPEH-
HI€ CTPYKTYpPBI JIMM(MOULHBIX KJETOK, OTKyJAa 3aTeM
IonajaloT B JOPYyTMe OpTaHbl MMMYHHOJ CHUCTEMBI:
JuM@aTUIecKye y3JIbl, ceJe3eHKY, MUHIAJINHBL U JP.
B sTmx opraHax BO3MOKHA 4HaCTUYHAA PENIMKALNA
proHoB. IIpesosaraioT, YTo AeHAPUTHBIE KIIETKY IIep-
MMCCVBHBI JIJIsI IIepUpepUtHecKoil PeNpoLy KLY IIPVIOHOB.
73 opraHOB MMMYyHOreHe3a IIPMOHBI IIePMaKCOHAJBHO
JOCTUTAIOT OJIveKaiimmMx HelpoHOB. B obsactu akcona
MOKeT IIPOMCXOAMTBH MX 3HAUMTEJNbHAA PeIMKaludA.
IIpn mocTuskeHNM KPUTUYECKON KOHIIEHTPALVM ITPVIOHBI
MIPOABUTAIOTCA II0 HAIIPABJIEHMIO K CIIMHHOMY, & 3aTeM
TOJIOBHOMY MO3ry [23—25].

He nmes BoamosxHOCTM paboTaTh C HTHOJIOTMYECKUM
areHTOM, JICCJIeIOBAaTEeNV Pa3HOCTOPOHHE U3y daJy TKaHb
MoO3ra, MaKCHMaJbHOE COfep KaHyue MH(QEeKIVOHHOTO
are’HTa B KOTOPOIl JOCTOBEPHO yCTAaHOBJIEHO. ¥ B0O30y-
nureseil TT'O oOHapyskeHBI CBOMCTBA, OTIMYABIINE UX
OT M3BECTHBIX BUPYyCcOB. Bosbynurenu TT'O ycroiiunBer
K JeiicTBMIO 0eTa-IIPONMOJIAKTOHA, (DOpMaJbIernna,
rryTtapasabsnernna, OATA, aykiead (PHRazsr A u III,
IHEKaazw! I), narpesanuio 10 80°C (mpu HEMOJHON MHA-
KTUBAMY B YCJOBUAX KUIAYEHU:A), YD-yrydeit, MOHM-
3UpyIOIeil paguanum, yJabTpa3Byka. Bojsee Toro, Hu
OIHVM 13 MH(EKIVMOHHBIX MaTePNaJIOB, BEII€JIEHHBIX OT
SKMBOTHBIX MJIM JIIOZel, yMepIux ot TT'O, He ynaBaJjoch
3apas3UThb MHTAKTHbIE KJIeTOYHBIe KyJbTypHI [26]. Ilepe-
4ycJIeHHble CBOeoOpas3Hble CBOJVICTBA [JaJyi OCHOBaHNE
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paccmarpuBath Bo30yauteseit TT'O kak «HeOObIYHBIE
Bupycel» [27]. B HagaJse 80-X TOmOB IPOILIJIOrO CTOJIETUA
OHM OBLIM MUAEHTU(PUINPOBAHBI M yTOYHEHBLI. AMepu-
kaHCKMIt Omoxumuk S.B. Prusiner, ncronbays HOBbIE
IIOAXOAbI K HAKOIJEHMIO ¥ OYMCTKe MHQEKI[MOHHOIO
HadaJia B TKaHM MO3ra, IIOKas3aJ, 4To BO30yAuTeseM
HamboJee pacrpocTpaHeHHol B npupone TT'O — ckpe-
oy ABJIAeTCA Oe3HYKJIEMHOBBI HU3KOMOJIEKYJIAPHBII
(27-30 x1a) OeJIOK, KOTOPBIV OH HA3BAJI «MH(PEKIIVOHHBIN
IIPMOHHELI 6eJIoK». B KadecTBe MH(EKIMOHHON e IMHIIIBI
aBTOp IIPEJJIOKII HaMeHOBaHMe «IIpuoH». K. Taiinymrek
(1976) — 3a OTKpPBITHE MHMEKIVMOHHON IPUPOALI IIPMOH-
HBIX OoJiesneit u S.B. Prusiner (1997) — 3a oTKpbITHE
IIPMIOHOB ¥ Pas3paboTKy IIPMOHHON TeOpMM YIOCTOEHBI
Hobenesckoit npemmnn, onHako mpobJsema IO CUX IIOP
He pelreHa [12—14].

IIporecc HakomyeHNs MH(MPEKIVOHHOTO IIPMOHHOIO
b6enxa PrPSc B 3apaskeHHOM OpraHmusMe MIPOMCXOINUT
IIyTeM KOH(OPMAIMOHHBIX VM3MEHEHMJI IIpeNIIecTBO-
BaBIIMX ¥ IIPEeIBAPUTEJIbHO CUHTE3VPYIOIINXCA BHOBD
MoJIeKyJI KyeTouHoro Oeska PrPC. 3rot nporecc saBu-
HOToAOOHbI [15, 18].

IIpmons! cocroaT u3 ocoboro 6exka — B BUE ABYX
nsomepos (n3ogopmel PrPC un PrPtf). PrPC yuactsyer
B perynanum CyTOYHBIX IMKJIOB MHOTMX T'OPMOHOB, BO3-
MOSKHO €ro ydacTue B akTuBauuy JuMmdgornuTtos. PrPC
UTpaeT BasKHYIO POJIb B BBIKMBAHUY TPYLUIEBUIHBIX
HelipoHoB (kJaeTok Ilyprunbe). Coxpannocts PrPC nme-
eT 3Ha4YeHMe AJA peasu3alyy HOPMaJIbHOM (PyHKIUM
cuHAICoB. B mocsenHyue ronbl onyOJIMKOBaHbl LaHHBIE,
cBuzeTesbCTBYyIOIME o posn PrPC B perynanum caa.
YcTaHOBJIEHO 3HAYeHMe HapyIIeHNs HOPMaJbHON (PyH-
kuuy PrPC B BO3SHMKHOBEHMY CHMHIPOMA «CMEPTeJIbHOM
ceMeiiHol OeccoHHMIBI». B mcciemosanmsax in vitro
nokasaHo, yTo PrPC ydacTByeT B mmporeccax perysus-
MM cofepsKkaHuA BHyTpukigerodnoro Ca?t B HelipoHax.
PesynbraTe! ncciemoBanmua ouosorndeckoii poan PrPC
ITO3BOJIVIJIV IIPUIITY K 3aKJIIOYEHNIO O BAYKHOM 3HAUYEHUN
HopMaJibHOro nprona PrPC B coxpaHeHUM pesucTeHT-
HOCTY HEJIPOHOB M aCTPOILIUTOB K OKCUIAaHTHOMY CTPeCCY.
Y 3I0pOBBIX *KMBOTHBIX €0 COJEPIKaHMEe COCTaBJIAET
1 mkr B 1 r TkaHu moara (6oJibllle BCETO B HEMPOHAX).
OnmucaH aHOMaJIBHBIN M30MEpP IIPMOHOBOTO IIPOTEMHA
(PrPSc), koTOpEIi OTIINYaeTCA BTOPUYIHON CTPYKTY PO,
YCTOIYMB K IIPOTE0JINIY, HE PACTBOPAETCA IeTepreHTa-
MM, cIIoco0eH K camoarperanuu, oauromepusanunu. PrPtf
pacTBOPMM B JeTepreHTax, YyBCTBUTEJIEH K AeJCTBUIO
nporenHkuHassl K [28—30].

B mocsenHme rombl 3HAYMTEJNBHO pPacCIIMPEHBI
pencTaBJieHNA 0 OmoJjormdeckoil 3Haummoctu PrPC.
Ycranosiseno, uto PrPC curaTe3mMpyeTcsa B 3HAONIA3-
MaTHYECKOl CeTU M JIOBOJIBHO OBICTPO Aerpajgupyer:
IIPOJOJIKUTEJIBHOCTD €T0 MoJIypaclaja cocTaBideT 5—6
4. CunaresupoBanublii PrPC, npoxona depes anmapar
Tonbsxn, TpaHCIOPTUPYETCA HA IIOBEPXHOCTH KJIETKIH,
IZe CBA3BIBAETCA C INIMKO(OCHaATUININHOSUTOJIIOM.
CunresupoBanuslii PrPC pacnpocrpanserca BIOJb
aKCOHa C IIOMOIIIBI0 MeXaHM3Ma ObICTPOTrO aHTeporpami-
Horo TpaHcropra. B orimune or PrPC, nupexknuonHbIn
nproHHbI Gesok PrPSc mepBMYHO aKKyMyJamMpyeTcs
B KJIeTKaX, HAaKalJIMBafACh B I[UTONJIA3MATUUYECKUX
mysblppkax. JlasibHeliee Hakonsenne PrPSc B cuHa-
NITUYECKUX CTPYKTYpPaXxX M CBA3AHHAA C 3TUM Je30pra-
HM3al¥aA CUHAIICOB, BO3MOYKHO, ABJIAITCA IPUYNHONL
BO3HMKHOBEHM S TAMKEJIBIX HEBPOJIOTMYECKUX N1e(DEKTOB
u pemeHuuu [12, 16, 31, 32].
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IIpumepro 10% Bcex NpMOHHBIX 3aboJsieBaHU
YeJIOBEKa OTHOCAT K TAaK HA3BIBAEMBIM «CEMEJHBIM»
dopmam, niu 60J€3HAM C HACJEICTBEHHOI IIpeapacmo-
JIO3KEHHOCTbIO. VIneHTuduKamusa IpMoHHOTO TeHa I103-
BOJIMJIA CBA3aTb CeMeliHble (DOPMBI 3TUX 3aboJieBaHUIt
¢ KOHKpeTHbIMM MyTanuamyu B reHe PRNP. Myranua,
BBI3BIBAIOIIAA 3aMEeHy IIpoJMHA Ha JeinuH B 102-Mm
nosioskeHun PrP, cBa3aHa ¢ BOBHMKHOBEHMEM CYHAPOMA
T'epcrmanna—IllTpeyccnepa—Illerinkepa; MyTauusa B
178-m xomorHe — c moaBjeHneM BKf u «cmepTesbHOI
ceMeltHOl OeccOHHMITBI». VIHTepecHO, YTO B 00emx cu-
Tyanusax IIPOMCXOANUT 3aMeHa aclaparyHOBOM KMUCJIOTHI
Ha acnaparus. IIpenmnosaraioT, YTO pas3HMUIA 3aKJIOYa-
eTcA B TOM, UYTO MyTaHTHAsA aJljleJib IIPY CMEPTeJIbHOM
ceMeliHoi OecconHMIle B 129-M MOJIOMKEeHNM HeceT KOLOH
I MeTHOHMHA, Ipu BKA — 3T0 nosiokeHne 3aHuMaeT
konoH niidg BanuHa (9, 20]. HacoencrBennasa npepgpacro-
JIO’KEHHOCTDb K IIPMOHHBIM 3a00JieBaHMUAM 00yCJIOBJIEHA
He TOJBbKO 3aMEHOI aMMHOKMUCJIOTHI B PrP, Ho u GoJee
CYIIeCTBEHHBIMM M3MeHEeHUAMN. Tak, B aMMHOKOHIe-
BOM palioHe PrP mmeeTca 5 pacroJsiOiKeHHBIX INOAPAL
UAEHTUYHBIX [I0CJIeOBATEJIBHOCTEN U3 8§ aMUHOKUCJIIOT.
Hexoroprie popmsr cemerinoit BR{ oxazasmuce cBa3an-
HBIMIU C yBeJIMYeHVeM 4Ncia TaKMUX IOBTOPOB. MexaHnsm
ux obpa3oBaHMUA He sfAceH. B oTyimume oT HaOJIIONEHMIA,
ONIMCaHHBIX paHee, OHY BO3HMKJM BCJEJICTBYE HE TOY-
KOBBIX MyTalluii, a peKoMOMHAHTHBIX cOOBITMII. Bcero
B HacTrosilee BpeMa B reHe PRNP uejioBeka m3BecTHO
okoJio 20 MyTa1uii, CBA3aHHBIX C ceMelHbIMU (hopMaMu
IpUOHHBIX 3aboseBannii [3, 16, 12].

Onnucanel 12 npuoHHBIX OOoJie3HeNM, U3 HUX 6
— HaOJIO[AIT y KUBOTHBIX (CKpenyu — Yy OBell,
ryokoobpasHasa dSHI[edaJonaTusa KPYIHOIO POTaTOro
CKOTa, DK30TUUECKNUX KOIBITHBIX M KOIIAYbUX, XPO-
HMYECKOe JCTOIeHNe — Yy JIOCei, TpaHCMMICCUBHAA
sHIlepaIonaTUA — y HOPOK). Y dYeJOoBeKa ONMCAHBI 6
DoJie3HEl TPUOHHOI DTUOJIOIMU. TeueHue OOJIe3HU U
pacrpocTpaHeHye IIPMOHOB II0 OPraHU3MY 3aBUCAT OT
ero Tumna. [IproHbI 0OTJINYaI0TCA COCTABOM aMIHOKMICJIIOT,
XapaKTepHBIX /1A OAHHOTO BUAA, OIPeAe iAeMbIX BUI0-
BBIM I'€HOM IIPMOHHOTO IIPOTEMHA, & TaKsKe TaK Ha3bl-
BaeMbIMI «ITOCTTPAHCJIAIMOHHBIMI» MOAUPUKAIUAMU
VJIM CTEIleHbIO IJIMKOJM3UPOBaHUA 0a30BOIi OeJIKOBOI
nernouky. ITocTTpaHCHANMOHHAA MOAV(PUKAIINA 3HAUN-
TEeJIBHO BJIMAET Ha XapaKTePUCTUKM IIPYOHOB U MIMEHHO
el IPUINMCHIBAIOT PAa3HUITY MEKJYy TaK Ha3bIBAE€MbIMU
«IIPVMOHOBBIMM POJIAMI».

Rypy (curu — nposkaTh, TPACTUCh — «XOXOUYIIIa s
CMepTh») BIIepBble onucaHa B 1957 r. K. Taiigymexkom y
nanyacoB-kaHHEN6as10B HoBoii I'Bunen. Xapakrepusyer-
CA IIPOrpeccupyIOIell MO3KeUKOBO aTaKkcue, o0mum
IpOKaHMeM, afMHaMMel, ICUXNYeCKMY M3MeHeHIAMY,
3aKaH4YMBaeTca cMepThio. Ilo gaHHBIM MOPQOJIOTK-
YecKOro JMCCJIEeOBAHUA, HAPAAY C IepedrcIJeHHBIMU
CTPYKTYPHBIMM M3MEHEHUAMM, O0HAPY KMUBAIOT Kypy-
OaAmky (amMmiongHbele OecKJyeTodYHble 00pa30BaHUA,
IIpeJicTaBJIEHHbIe arperaraMy cqepudecKoil (POpMEI C
paauasibHON MCUePYEHHOCTHIO 10 IIeprdepnt, B KOTOPBIX
cozmepxkutrca PrPSc, BeIABIAEMEBIN IIPM TUCTOXMMU-
YeCKUX MccyeNoBaHuAX) [33]. BolaBieHMEe «IIPUMOHOBBIX
OJAIIeK» — BasKHBIN IMATHOCTUYECKUI KPUTEPUIT IJIA
YCTaHOBJIEHMA JIOCTOBEpHOro auarxosa [30, 34].

Bonesnr Kpeitrudenanna—drodba — (KopTuKO-
CTPMO-CIMHAJbHAA JereHepalusa) BBIABJIAKT IIOBCE-
MecTHO (c wactoroil 1 Ha 1 MJIH. HaceJleHU:A), OIHAKO
yMUpaeT eKerogHo B cpenHeM 1% HaceseHuda. BoJsb-
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IIMHCTBO OOJIBHBIX YMUPAKOT B CPOKM A0 1 roga mocJe
MIOABJIEHMA KJIMHMYecKux cumnToMoB [6]. BKA aBnsaerca
HamboJiee pPacCIpPOCTPaHEHHBIM HellpojereHepaTUBHBIM
3aboseBaHMEM IIPMOHHOI MPUPOIBI, COCTABJIAET IO
90% B CTPYKType BCEX NIPUOHHBLIX DOJIe3HEN UeJIOBEKA.
BoabimacTBO HabIIOnEHNI COCTABIIAIOT CIOPafiecKe
caydanu BKSI, B KOTOPBIX OTCyTCTBYeT CBA3b C IPuoO-
PeTeHHON MHQEeKINel IV HacJeACTBEeHHOCThI0. OK0JI0
10% cayuaes cemeiinoit BKSI o0ycJsioBieHbl BpOsKIeH-
HeIMK MyTanuaMmu B reie PRNP [35]. XapakTepusyercsa
IIporpeccupyIouieil geMeHIMel, CUMITOMaMM Iopa-
JKEeHMA NMPAMUAHBIX ¥ DKCTPAIMPAMUAHBIX HEPBHBIX
nyteii. B 1996 r. Bo3HuKJIa 31nm300THA rybKxo00pas3HO
sHnedasonatuy kopoB — TT'O («OemeHCTBO» KOPOB) B
Besnukobpuranum u pAange Apyrux crpaH 3anaznHoii EB-
pomsl. OHa 6b17a 06yCJI0BIeHA HAPYIIIEHEM IPUPOIHBIX
cXeM NMUTAHMA )KMBOTHBIX: B IX PALlVIOH B Bujie N00aBOK
BKJIIOYAJV BeIeCTBa, MOJyYeHHbIe U3 KOCTel U MfAc-
HBIX OTXOJOB OBEIl ¥ KOPOB. 3apajkeHye MJCOM TaKuX
SKMBOTHBIX CTaJIO0 Ipu4nHoi 3aboseBannsa jaroneii BRA
[8, 9, 11, 15, 21].

Bosbynuresnb TepMOycCTOIYMB, COXpaHAETCA IPU
Temieparype 700°C. ¥ nmanmentos mpu BKA npuons!
pacnpoCTpaHATCA B HEPBHOI CUCTeMe, TKAaHAX IJa-
3a ¥ JUM(paTHYeCKNX TKAHAX, BKJIOYAA MUHIAJINHBL,
ceJle3eHKY, a Takke B cJjernoii kuike. Hamnbosbinee
KOJIMYeCTBO IIPVMOHOB JIOKAJIM30BaHO B HEPBHOII CIICTEME,
HaMMeHblllee — B JIMMQATUUECKOl TKaHL. XapaKTepHO
OTCYTCTBME MMMYHHBIX HapyineHnit. CyiecTByeT ay-
TOCOMHBIII TeH, PEryIMpyIOLNii KaK 4yBCTBUTEJIBHOCTb,
TaK ¥ PENpPOAYKUMIO IIPMOHA, KOTOPbI ero rnofaBJseT.
T'eneTnueckasa nmpenpacrososKeHHOCTh COCTaBIAET 1 Ha
1 M. BoJeroT My KUMHBI [TOKIJIOT0 Bo3pacrTa. Jnarsos
YCTaHABJMBAIOT Ha OCHOBE Pe3yJIbTATOB IIaTOJIOTOAHA-
TOMUYECKUX MccyiemoBaumii [6, 16, 23, 31, 36].

B Bennkobpuranun omnnucana Hoeasa gopma BRI
(VCJD), koropasa oramyaeTcsa TeM, 4To 3abojeBaioT
suia moJgo:ke 40 get. Cnopagmngeckas BKfA otimuaer-
cA 3HAYMTEJIbHOI BapuadesbHOCTHIO [9]. B HekoTOpBIX
HaOJIIONEeHNAX OTUETJINBbIE M3MEHEHNA He BbIABJIAIOT,
B IPYTIUX — OOHapy’KMBAIOT aTPOIIO KOPEI 60JIBIIOr0
Mo3ra, 6a3aJIbHBIX AZEP U MO3KeUKa Pas3JINIHO cTere-
HJ C yMEeHBIIIEeHMeM Macchl Mo3ra 1o 850 r. YMeHblIeHMe
Macchl 1 o0'beMa Mo3ra 1pyu BRI BBIABIAIOT ¢ IOMOIIBIO
KOMIILIOTEPHOI ToMOorpacuu B Bujie paciuupenns 60posr,
u sKesrynoukosB [37, 38]. Mopdosornueckme ocobeHHOCTH
HoBoro BapmaHTa BKfl oTpaskeHbl B peKoMeHIaAIMAX
BOS3 no amarHocTuke TPaHCMMCCHUBHONM CIIOHIMO(OPM-
HOJI pHIlechbasonaTuy y dyesyoseka [11]. BeigesaroT Takske
MMEIOIIYI0 KJIMHUKO-MOP(OoJIorndecKkye 0COOEHHOCTN
arporesnyo BRS, o6ycnoBienHy0 3apakeHneM amy-
€HTOB IIPY BBINOJIHEHUM OIlepaliuii ¢ MUCIOJIb30BaHMEM
MHCTPYMEHTOB, KOTOPbIE PaHee JCIIOJIb30BaJIM BO BpeMsA
omepalMii y ManyeHTOB IIPY He AMArHOCTMPOBAHHONM
BK{. B nocyenHee BpeMa yBeJIMYMBAETCA YUCJIO (PpaK-
TOPOB PHUCKa IIepefady IIPMOHOB OT YeJIOBEKa YeJIOBEKY
¥ BOBHMKHOBeHusA arporerHoit BKS, koTopasd, B oTyimune
OT CIIOPAaANYECKOl, BOBHUKAET y HAI[MEeHTOB MOJIOJIOTO
Bospacra. Ilepenaua BR{ srogam BosMoskHA IIpu Iie-
pecazike POrOBMIIBLI, MMILJIAHTAIIMY B MO3T 3apaskeHHbIX
3JIEKTPOJOB, BBIIOJHEHNN XMUPYPrUdecKUx olnepanuii
C JMCIOJIb30BAaHMEM 3apPa’KeHHBIX MHCTPYMEHTOB MJIN
anmnapaTtoB. C 1988 r. onucano 11 HabsroneHNU BOSHUK-
HoBenua BKS nocse nepecagxm TBepnmoit 060JI09KM TO-
JioBHOTO Mo3ra. Criopaandeckyio BKS penko mabmronaor
y nauyeHToB 1o 40 jet, noaTtomy Bo3HMKHOBeHUe BRI
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y 55 maumenToB B Bo3pacTe oT 10 jset no 41 rozga, Koto-
PBIM IIPOBOAMJIN 'OPMOHOTEPAIINIO (MHBEKIVM TOPMOHA
pocTa deJIOBEKa), TaK)Ke IOATBEPIKIAET ATPOTEHHYIO
npupony 3abosieBaHua. BceM 5TuM GOJIBHBIM BBOIMUJIIN
TFOPMOH ueped Kaxable 2—4 cyT B TedeHue oT 4 no 12
Jaet. Vimerorcs coobiiennsa o BosuukHoBenunu BKA y 5
SKEHIIVH, KOTOPBIM BBOIAMJIM roHajmoTponuH [1, 15, 21].

IIpnu arporennoit BRI obnapysxnsaoT Bce Mopdo-
JIOTMYECKNe M3MEeHeH)A MO3ra, XapaKTepHble IJIA IIPU-
OHHBIX 3a00JIeBaHMII, XOTA UX JIOKAJIN3ALNA BAPbUPYeET.
YcraHOBJIEHA 3aBUCUMOCTE BBIPAKEHHOCTY MOPOJIOT -
YeCKMX M3MeHeHNIT MO3Ta M KJIVHUYEeCKNUX IIPOABJIEHNIE
3aboJsieBaHMA OT XapakTepa MHUIMpPoBaHud. Tak, npu
MHTpalepedpaIbHOM 3apaskeHny BCJEICTBYE BBIIIOJ-
HeHNA HelIPOXMPYPrudecKnx INpoefyp U onepanui 1o
Ilepecasike TBepoii 060JI0YKY rOJIOBHOTO Mo3ra HabJro-
masau KJjaccudeckue npusHaky BR ¢ BeipaskeHHBIMI
CITIOHTMO(OPMHBIMY M3MEeHEeHUAMM B Kope O0JIbIIOro
moara. IIpu BBemeHmMm ropmoHa rumodmsa dUYeJoBeKa
BBIABJIANN OCODEHHO TsAMKeJoe IOpasKeHNe MO3YKedKa.
Knuunko-mopdosornyeckne cornocTaBIeHN s IIOKa3aIIN,
4T0 y GOJIBIINHCTBA OOJIBHBIX, KOTOPBIM BBOAMJIVM FOPMOH
pocTa UeJsioBeKa, KJIMHMYEeCKoe TedeHMe 3aboJsieBaHUA
HamoMMHaJ 0 Kypy. OHO XapaKTepu30BaJoCh AJIUTEIb-
HBIM MHKYOauoHHbIM nepuogoM (ot 4 go 30 Jer), mocre-
IIEHHBIM IIPOrPECCHPOBAHNEM MO3YKEUYKOBBIX CYIMIITOMOB.
JleMeHIIMsA Y HEKOTOPBIX OOJIBHBIX BOBHMKAJIA TOJIBKO B
TEepPMMHAJILHONM CTaAuyu 3a00JIeBaHUA.

fArporennaa BKA [21].

" Yucao

CTOYHUK 3apasKeHUu:A o
Ha0I0ae it

IIpumeneHne coMaTOTPOIIMHA 94

ITpumeHeHye roHAaJOTPOIIMHA 4

ITnactuka TOI'M c TpaHCHIaHTaIMel 69

ee rerepoMarepuasa

Heiipoxupyprudeckyue MHCTPYMEHTHI 4

DJIEKTPOABI IJIA MHTPAOIEPALVIOHHON 2

33T

ITpumeuanue. TOT'M — TBepnas 000JI04YKa TOJIOBHOTO
MO3ra.

«CmepTenpHasg» ceMeiiHad 0OeCCOHHMIA — II0O-
Tepsa CHA, IUMIEPPEaKTUBHOCTbL CUMIIATUYECKON YacTu
BereTaTUBHOM HEPBHON CUCTeMBbl, IIpOorpeccupylollee
OCJIa6JIeHI/Ie ABTOHOMHBIX U SHAOKPMHHDBIX HVKJINYECKUX
BPEMEHHBIX PUTMOB; HAOJIOAAIOT Y ITallIEHTOB CPEeJIHETO
Bo3pacTa (0x0J0 45 JserT). [IpenmyIiecTBEeHHO IIopaskaeT-
cd TajaMyc, 3aKaH4duBaeTcsa cMepThio (18, 31].

Cunapom T'epcrmanna—IlItpeycciepa—Illeiinkepa
(CT'IIIII)/Tepcrmanna—IITpeiicaepa (CI'II) — menmen-
HadA MH(EKINA, 3aperncTpupoBaHiaa B Beqnkobpura-
uuy, CIIA, Anorun n gpyrux crpanax mmpa. CIIITIIT
npencTaBJdAeT AOMMHAHTHO HacJyenyeMylo (opMmy
IIPMOHHOTO 3a00JIeBaHUA, KJIMHUYECKN IPOABIIAETCH
IIPOrPeCcCUPYIOIIell CIMHHO-MO3KEUKOBOI aTaKcueil c
nemeHuen, obycaoBisenHoit myTaineir B rene PRNP.
XapakTrepusyeTcd AereHepaTmnBHbIM nopaskenvem ITHC,
KOTOpOe IIPOABJIAeTCA (POpMUpPOBaHNEM I'yOKO0Opa3HOTrO
COCTOAHM A, 00Pa30BaHMEM aMUJIONIHLIX OJIAIIEK BO BCeit
TKaHM MO3ra. BoJie3Hb IpOABJAETCA MeIJIeHHO IIPOo-
rpeccupyollell aTakcell U JeMeHIell, 3aKaHIMBaeTCA
cMmepTeio. IlaTorenes He usyues [3, 10, 27, 39].

AmMuoTpoduaecknii IeMKOCIOATI03 — MeJ[JIEHHA A
MH(PEKIMA YeJIOBeKa, XapaKTepU3yoIaaAca IIPorpeccy-
poBaHMEM aTPO(UYUECKOro rnapesa MBI KOHEYHOCTEN
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U TYJIOBUIIIA, HapyUIeHVeM JbIXaHNMA, 3aKaH4YVMBaeTCHAa
cMepThio. 3aboseBaHne BHIABIAIOT B Bejopycenu. V-
KyOaloHHbII nepuoa — rogsl. [Ipennosaraior, 4To BO3-
OyznuTeJsb MMeeT OTHOIIIeHNE K 3a00J1eBaHMAM KPYIIHOTO
poratoro ckora B Besukobpurauuu [1, 16, 38].

Cunppom AJspmepca — MeJJieHHadA IPUOHHASA
nH@perma. HabiogaloT B JeTCKOM BO3pacTe, Xapak-
TepusdyeTcA CUMITOMAaMM, CBUAETEJLCTBYOIIMMU O
nopaskenun ITHC. IIpu npemmyIlieCTBEHHOM IIOpaske-
HIM MO3XKeUKa aTpousa KOpbI OOJIBIIOTO MO3Ta MOXKET
oTcyTcTBOBaTh. JduddepeHnnantbEy0 AMarHOCTUKY
cJenyeT IPOBOAUTD, B IIEPBYIO0 O4Yepelb, C Pa3JIMIHbI-
MM bopMaMy CHMHOLEePeOesJIAPHOI AereHepanun. JTa
dopma codeTaeTcsa ¢ IOpasKeHMeM IledeHlM, BOSHUKAeT
y MalMeHTOB AEeTCKOro M IOHOIIEeCKOro BospacTa (OT
posxerus no 18 jset). Onncans! HAOMIOAEHNA BOSHIKHO-
BeHNA 3a60JIeBaHNA B IPEHATAJIBHOM IIEPHO/Ie, IIPY HTOM
HabJsI0maM BBIPAYKEHHYI0 MUKPOLEe(aINio, 3aIepPiKKy
BHYTPUYTPOOHOTO pa3BUTHA, aKMHE3NIO IJI0ZIa, MIKPO-
Y PeTPOrHaTMIO, HapyLIeHMe MOJBMMKHOCTM CYCTaBOB.
3aboJsieBaHMEe HacJeACTBEHHOe, HACJeAyeTcA II0 ayTo-
COMHO-pelleCCHBHOMY TuILy. KamHu4Yecky nposasiasgeTcsa
MHTEHCUBHOI TOJIOBHOI 0OO0JIBIO, HapyLIEHNEM 3PEHNUd,
MHOSKECTBEHHBIMY MHCYJIBTOIIOLOOHBIMY COCTOSHUAMMU
(c smmIIenTM(OPMHBIMI IIPUIIAIKAMM), IIPOTPECCUBHON
IUIIOTEH3Mel, MMopaskeHNeM IIeYeHM (XPOHMUYEeCKUL
TemaTUT C MCXOJOM B LMPPO3), MHOTZA BLIABJIAIOT Te-
Mopparmudeckuii naHkpeatuT. CMepTh, Kak IIPaBUIIO,
HacTyIlaeT BCJEACTBME II€YEeHOYHOV HeIOCTaTOYHOCTI.
Bosesup TpancmuccusHa [16, 17].

Kauandyeckas amMarHocTUKa IIPUOHHBIX 0oJe3-
HeJl OCHOBaHa Ha aHaJy3e CUMIITOMOB. IIpy momeITKax
IIPOBeZleHNA MMMYHOAMATHOCTUKY, MMMYHOTepannun
UM MMMYHOIPOMOUMIIAKTUKN IIPMOHHBIX OOJIe3HEN yc-
TAaHOBJIEHO OTCYTCTBME CIeIM(PUIECKUX AHTUTET B
3apaskeHHOM opraHmame [6, 33, 40]. Takoit pesyabrar
00BACHMM CTPYKTYPHBIM IIOA00OMEM MHQEKI[MOHHOTO
npuoHHOro 6enxka PrPSc m ero xjeTouyHOi 130(pOpMBI
PrPC, B cBA3M C ueM OpraHmsaM «paccMaTpuBaeT» OeJI0K
PrPSc xax «cBoi» [3, 39].

Bce aBTOpBI IOIUEPKUBAIOT CYIIIECTBOBAHME IIIIPOKO-
ro criekrpa Mopdosornyecknx nameneanit ITHC opu npu-
OHHBIX 3200JIeBaHMAX KaK B OTHOLIEHU) X PaCIPOCTPa-
HEHHOCTM U TSYKEeCTM, TaK M JIOKaJIM3aluy B Moare [23,
28, 31, 41]. HettponnaToMoppoJIOTMA IIPUOHOBBIX H0JIe3HEel
4JeJIOBEKa XapaKTepuayeTcs 4 KJacCUUeCKMMM IIpU3Ha-
KaMI: CIIOHI'VIO3HBIMY M3MEHEeHAMY, YTPaTOl HEIIPOHOB,
aKTVBallMeNl acTPOoIIny, (POPMUPOBAHNEM aMUJIOUIHBIX
Oonsamrek. Yem nmummresbHee Teuenue 6ose3Hn, TeM 6osee
BBIPa’KeHbI CTPYKTYPHBIE N3MeHeHns [11, 23]

Bce sT0 moTpeboBasio yandpuranuu MmopgoJsorniec-
KMX Kputepues nuarsoctuku BRI 1 npyrux nproHHbIX
3a0oJieBaHMII YeJIOBEKa, 4YTO M CHEJIAHO B HACTOAIlee
BpeMs noj saruzort BO3. 3To 0co6eHHO BasKHO, IIOCKOJIb-
KY pes3yJIbTaThl HelipoOMOPOJIOrIYeCKOoro UCCIeI0BaAHNA
UTPAIOT BEAYIILYIO POJIb IIPY YCTAHOBJIEHMM JOCTOBEPHOTO
nuarsosa BRI, mpu sTom, kpome Onoricuy Mosra, Jpyrux
crienpMUecKUX METOIOB IIPVIKM3HEHHOM AMAarHOCTUKNA
BK S mer. Ba)kHoe 3HaYeHMe MIMeeT BhIABJEHNE [0 JaH-
HBIM MMMYHOTMICTOXVIMMUYECKMX METOZIOB JCCJIe0BaAHNA
otyioskenuit PrPSc B Tkauu mosra [24, 29, 42].

Magkpockonudeckn y BceX OOJIbHBIX IIPM ITPMOHHOI
sHIlepasIonaTI OTMeYeHbl He3HAYMTEJIbHOe YMEHbIIIeHEe
MaccChl TOJIOBHOTO MO3ra, aTpodus u3BmMmH (23, 28, 31, 41].

Mukpockonudecky IIPMOHHAA CIOHTMO(OpPMHAA
sHIle)aJIONATA XapaKTepnu3yeTcsa HaJMYMEM MHOMKeC-
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TBa BaKyoJiell (CIIOHIMO03) IIPEMMYIIECTBEHHO B CEPOM
BellleCTBe KOHEeYHOr0 MO3ra. OTO MOTyT OBbITh OTHeJIbHbIE
BaKYOJIM MIJI UX TPYIIIIBIL. BaKyOJIM MOTryT CJaAMBaTbCA B
MMKPOKMCTEI (AnamerpoM 200 MKM 1 GoJiee), BcaeACTBIE
Yero CyILIeCTBEHHO MCKAYKAeTCA I[MTOAPXUTEKTOHMKA
KOpPBI 60J1BI110r0 MO3ra. CIIOHTM(OPMHEIe 3MEeHEHNA TI0C-
TOSHHO COITPOBOXKIAIOTCS YMEHBIIIEHEM YyCJIa HEJIPOHOB
B PaB3JIMYHBIX OTAeJaX KOPBL B OCHOBHOM mOpaskaroTcs
HelipoHb! III-VI cjoeB. B oTHeNBbHBIX COXPaHMBIINXCHA
HellpOHaX OTMeYaeTCA BAKyOJIM3aIVs IUTOIIA3MBbI, He-
KOTOpble HEIPOHBI CMOPIIEHBI, TUIIEPXPOMHBL CTeleHb
BBINTAJIEHNsI HEJIPOHOB KOPPEeJMpPYyeT C BBIPAYKEHHOCTBIO
CITOHTMI(DOPMHBIX M3MEHEHUI M AJIMTEeJNbHOCTbIO 3a60-
neBaHNA. OnucaHHbIE NPU3HAKM COYETAIOTCA C IIPOJIU-
depanmell KJIETOK acTpormu. B mposmdepupyommx
acTpormrax 00Hapy KMBAIOT AUCTPOMYIecKye N3MEeHeHNA
(BaKyosmM3aIio IMTOIJIa3Mbl, TUIIEPIIJIA3UI0 TeJl — Te-
MMCTOLIMTEI, KJIa3MaTOZeHApo3). MueanHu3poBaHHbIE
BOJIOKHA KOpPBLI COXpaHeHbl. B 0a3aJibHbIX TaHIVIMAX U
TaJlaMyce BbIPa'KeHHas IMOeJib HEeIPOHOB MOJKET code-
TaTbCA C IMO30M M aTpodumein [23, 28, 31, 41].

IToMmMO KOpPBI, CIIOHTVO3HbBIE M3MEHEHNA HeIPONMIIA
¥ BaKyOJIM3alMIO0 I[MTOIJIa3Mbl HEJPOHOB OTMEYAIOT B
TKaHM aMMOHOBa pora, Io xonxy 3ybuaroil dacrumu, B
06J1acTy IOOKOPKOBBIX AJEP, TaJaMyce 1 KOpe MO3Ked-
ka. BoBjeyeHne B maToJIOrmuecKmii mporece MO3MKedKa
— HamnboJlee xapaKTepHOe IIPOABJIeHNe 00Je3HM, XOTA
CTeIleHb CIIOHTMO03a B HeM pa3sn4Ha. CIIOHIM03 B TKaHN
MO32KeUKa MPeJCTaBJIeH MUKPOBAKYOJIAMI AMaMeTPOM
1-50 MKM, pacnoJioXKeHHbIMI B MOJIEKYJIAPHOM cJoe. B
MO3KeuKe HabJI0[aloT BhIpaskeHHble OUCTPOMUIecKIe
M3MEHEeHNA BIIOTE [0 rmbesy 3ePHUCTBIX KJIETOK U IPy-
LIEBUHBIX HelipoHOB. CoxXpaHMBIIMECA IPYIIEBUIHbIE
HeVIPOHBI I'MIIEPXPOMHBIe, HaOyXIMe, B HUX BBIABJIAIOT
TUTPOJIN3 U JIUBNC AAep. MreInHOBBEIe BOJIOKHA, IIPIUJIe-
sKallye K KOpe U ANEePHBIM I'PyIIaM MO3XKedKa, JacTo
BapMKO3HO M3MEHEHE!, (pparMeHTHpoBaHsI [17, 23, 31].

OnpenendmT BaKyoJM3alMio ceporo u 0OeJoro
Bell[ecTBa IOJyILIapuil GOJIBIIIOr0 Mo3sra. B Mozikeuke
BbIpa)KeHHbIe M3MeHeHNUs OOHAPYKUBAIOT B BUIE 3Ha-
4KUTeJbHOV rnbesyt HEIPOHOB 3€pPHMCTOrO CJOs, CMOP-
LIIVBAaHMA ¥ TUIIEPXPOMaTO3a IPyLIEBUIHBIX HEIPOHOB,
npoJsindepanuy acCTPoInUTOB. XapaKTepHOI! IIaToJIornen
OTIEJIbHBIX TPYIIEBUAHBIX HelipoHoB 1pyu BRA n npyrux
IIPMOHHBIX 3a00JIeBaHMAX ABJIAETCA JIOKAJbHOE Haly-
XaHMe MX aKCOHOB — «Toprnenbl». OTMEYaloT CIIOHTVIO3
MOJIEKYJIAAPHOTO CJIOS, XOTHA CJIMBAIOIIMecd BaKyOJu
HeXapaKTepHbI AJid 3Toi obsactu. Ilpu criopanyyeckoit
BES npuon-nporennosele (PrP) 6samky obHapykuBa-
10T TOJIBKO B 5—10% Habmrogennii. OfHAKO y HEKOTOPBIX
MaIMeHTOB, B YaCTHOCTH, BbIABJIEHHBIX B InoHMu, obHa-
PY’KeHBbl HeKPOTHUYIeCKMe M3MeHeHA OeJIoro BelecTBa
C BaKyOJIBHOI MueJsonatueii [17, 23, 36].

B 3aBucumocTy OT pacrnpocTpaHeHnA XapaKTepHbIX
nasa BKS nameHnennii BeIZeIAI0T aHdHIedaIonaTniec-
KyI0 (pOopMy, IIpM KOTOPOJ M3MEHEeHM: BO3HMKAIOT He
TOJIBKO B KOpe Pas3JIMYHbIX 00JacTell mosymapnii 60Jb-
III0TO MO3ra, 6a3aJIbHBIX AAPaX, TaJIaMyce ! MO3’KeUKe,
HO 1 B OeJioM BeIrlecTBe Mo3ra. B smrepaType onmcaHo
HabJsofeHNe aHsHIedasonaTuyeckoro Bapuanta BRSA.
IIpu sToM merenepanuio 6eJoro BellecTsa (BaKyOJIbHYIO
MIeJIONIATHIO) PAacCMaTPMBAIOT KaK CaMOCTOATEJbHBIN
[IaTOJIOTMYECKIII IIPOIIECC, & He BTOPMYHbBIE PeaKTVBHBIE
u3MeHeHusAa [23].

IIpy mopaskeHUy CIMHHOTO MO3Tra OTMEYaloT 3HAUM-
TeJIbHOE yMeHbIIIeHNe 4lJcja MOTOHelipoHoB. HecmoTpa
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Ha OTHOCMTEJIBHO BBICOKYIO KOHIIEHTPAIMIO [IPVOHOB B
nepudepnuecKnxX HepBaX, BhIpasKeHHbIE CTPYKTYPHbIE
VISBMEeHEeHNA B HUX He BbIABJIEHBI. HeOGXO,IU/IMO nmog4ep-
KHYTb, YTO JeMMEeJJMHM3aINA BOJIOKOH NIJIA BceX (POpM
IIPMOHHBIX 00JIe3HEeN He XapakTtepHa [11, 23]

ITaTOrHOMOHMYHBIM MOP(OJIOTMUECKUM IIPU3HAKOM
IIPMOHHON BHIlepaJIoNaTuM ABJIAETCA HaJMYMe IIPVOH-
npoTenHOBbIX (PrP) Ousamex [11, 34). Taxwme OGuAmixkm
xapakTepHb!l Asd Oose3nu Kypy. Pesxe X BBIABIAIOT
Ipu criopazudeckoit u cemeiinoit BRS u Gosee uem B
70% wuabaronennit — npu ee Hosoit (VCJID) dopme. B
eIVHUYHBIX HaOJIONeHUAX UX ONMCHIBAIOT IIPU CMep-
TeJILHOI ceMelHoii 6ecconnntie. PrP amuiongabie OJsIm-
K JIOKQJIM3YIOTCA B KJETKAaX 3€PHUCTOr0 CJIOS KOPbI
MO3’KeUKa, HO MOTYT PacIojaraTbCA ¥ B MOJIEKYJIAPHOM
cjoe u 6esioM BerrtectBe. OHM, KaK IIPABUJIO, OKPY KEHbI
0J1eJTHO-PO30BBIM OPEO0JIOM. VIHTEHCUBHOCTL OKpPAIIV-
BaHUA OJANIeK pas3yindHa. Bo3MOMKHO, [I0STOMY UX He
BCerJa yzaaercsa oOHapy»KUTb. J[JId 9TOro MCHIOJIB3YIOT
CTaHIAPTHBIE MMYHOIMCTOXMIYeCKNe MeTonb! ¢ PrP
aHTUTeNaMu. B o0Hapy’KEeHHBIX MMOJIMMEPAX IPOTEUHA
rocJie CIelMaJbHOM OKPacKM, NPY IOJIAPM3aLVIOHHON
MMUKPOCKOINM BBIABJAIOT 3€JIeHOe IBOMHOe Jiydelpe-
Jomaienne [30, 34, 43].

Ha ocHoBaHNMM TaHHBIX UMMYHOTUCTOXUMUIECKOTO
JCCJIeOBAHNA MO3ra I[IPM MPUOHHBIX 3a00JeBaHUAX,
IOMMMO aMUJIOUIHBLIX OJsAiex, PrPSc moxkeT oTkJa-
IBIBaTHCA B CIIOHTM(DOPMHO M3MEHEHHOI KOpe 0OJIBIIIOro
MO3Ta B BUJE TPAHYJI, OKPY KAIOIMX BaKyOJIl, UTO, KaK
[I0JIaraoT, COOTBETCTBYET aKKYMYJIAIMM €T0 B CHHAIICAX.
B xope Mozixeuka Takmue omyokeHua PrPSc sokasm-
3YIOTCA B 3€PHMUCTOM CJIOE MEKIY TeJlaMy HeVPOHOB.
MeHee 3HauUMTeJIbHBIE TPAHYJIAPHBIE cKomyleHns PrPSc
HaOJIIONaOT II0 XOA4Y NPOBOAAIIMX IIyTell B CTBOJE
MO3ra, B CHHAIICaX Ha IIOBEPXHOCTM HEPOHOB, MHOTAA
VHTPaHeNPOHaJbHO. [Ipy BBIpAXKEHHOM IVIMO3€ B KOpe
00JIBIIIOr0 MO3Ta U 0a3aJIbHBIX AAPax BBIABJIEHO IPaHy-
JIAPHOE MMMYHOOKPAIBaHMe IMTOIIJIa3Mbl aCTPOLIITOB,
aHaJIOTMYHOE TaKOBOMY Y *KMBOTHBIX [6, 24, 29, 43].

JlaGopaTopHasa AMArHOCTMKA IIPMOHHBIX 3aboJie-
BaHMII BKJIOYaeT NpPAMBIE M HeIpAMble MeTonbl [16].
IIpAMbIMK ABIAIOTCA: 3JI€KTPOHHO-MMKPOCKONNYIECKOE
ompepesieHNe IPUOH-ACCOIUMPOBAHHBIX (pUOPUIT B
MHOPUUMPOBAHHOM MaTepyuaJie UJIM OTIedaTKax; MM-
MYHOOJIOTTUHT C MCIOJb30BaHMEM MOHOKJIOHAJbHBIX
aAHTUTEeJI, MeTOO IEIITUMIAHBIX 30HOOB, OCHOBaHHBIN Ha
JCIIOJIb30BAHUY MEUYEHbIX CUHTETHYECKUX IIeIITHUJIOB
[32, 40].

Henpsawmble MeTOnb! BKJIIOYAIOT 0030pHBIE METONN-
KI, C IIOMOIIbIO KOTOPBIX B 06pasijax OMOICUITHOIO NN
ayTOIICMITHOTO MaTepuaja OIpPedesidioT VIM03, CIIOHTO3
TKaHM MO3Ta, HAKOILJIEH)Ee B Hell aMUJIOMIHBIX OJIAIIEK;
TMCTOXVMMMYECKMII MeTOJ OCHOBaH Ha BBIABJIEHUM C
IIOMOIIIbI0 KpacuTesell (KOHFO KpacHOro, teodJaBMHA
T) cxomeHunit amMmionza; OMOJOTMYECKNII MeToH IIpe-
IyCMaTpMUBaeT 3apaskeHlMe MUCIBITYEeMbIM MaTepuaJjioM
J1ab0paTOPHBIX *KMBOTHBIX (Omompoba), 4To, OZHAKO,
CBABAHO C AJMTEJIbHOCTbIO HAOJIIONeHNA, WM KJIeTOd-
HBIX KYJBTYD [26, 44]. IIpensoskeHa KyJIbTypa KJIETOK
N2a, 3apaskeH1re KOTOPOI MCIBITYEMBIM MaTepuajioM
no3BosnsgeT B 10 pas OwbIcTpee, yeM C IIOMOIIbIO 0110-
IPOOBI, TIOJIYYNTh PE3YJIbTAT IPU COXPAHEHUY TOTO Ke
YPOBHA 4yBCTBUTEeJBLHOCTH [6]. CoBpeMeHHble MeTOIbI
JCCJIeOBAaHMUA, 0COOEHHO MMMYHOTMCTOXMMMUUECKUE,
II03BOJIMJIY BBIABUTH OOJiee LIVPOKMII CIIEKTP M3MeHe-
uuit B ITHC, uem 5T0 OBLIO [0 OTKPBITUA OTJIONKEHUIT
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PrPSc. Ot nanuble BasKHBI npu audepeHInabHON
IVarHOCTMKE IIPVOHHBIX OoJie3Hel JesloBeKa OT APYTUX
HelipozereHepaTUBHBIX 3abosyeBanuii. Okasajock, 4TO
CIIEKTP MMMYHOOKPAIIIMBAHNA, OTPANKAIOIINI OTIIOMe-
Hye PrPSc B TkaHM Mo3ra, XapakTepusyeTcsa TaKoil sKe
BapnabesIbHOCTBIO, KaK ¥ CIEKTP MOP(OJOTMYIECKUX
M3MEHEHN, ONMCAHHBIX B KJAacCUYecKUX NyOsamka-
unuax. IlosTomy n1A ycTaHOBJIEHMA 3aKOHOMEPHOCTEN
Jorasuzanuy PrPSc npu pasHbIX IPUOHHBIX 00JIE3HAX
HeoOXO0IIMO MCCJIeIOBATh Pa3Hble OTHAEJBI MO3ra (Kopa,
OazaJsibHBIE AApa, TUIOTAJaMyC, TMIIIOKAaMII, CTBOJI
MO3ra, MO3:KedoK) [23, 28].

IIpoGuema evennst IPMOHHBIX DOJIE3HEN HE pellle-
HA, MHOTOYVCJIEHHBIE IIONBITKY IIPYMEHEHNA B KJIVHN-
YeCKOJl MpPaKTUKe aHTUOMOTUKOB, allMKJIOBUPA, CTEPO-
nnoB nay tmaMmmuHa npy BKS okazainck HeymawHBIMUI
[12, 28, 21]. B HacToAIIee BpeMs MOYKHO TOBOPUTD JIMIIIb
0 IEepCHEeKTUBHBIX IIperapaTrax, YTO JaeT OCHOBaHUE
IJIA IPOBENEHNUA JAJBHEMINNX JCCJIeNOBAaHUI. YCIeXu
B CO3/IaHMM HOBBIX METOJOB JIEUEHUs 3aBUCAT OT Cy-
IeCTBYIOIINX IIPeICTaBJEeHNI O CBOVICTBaX He TOJBbKO
PrPSc, vo n PrPC, KoTopble MIO3BOJIAIOT YK€ CerofH:d
o0CysK1aTh HEKOTOpPble M3 3TUX NOoAXonoB. OmHMM U3
IIePCIEeKTUBHBIX IIyTell JledeHUA IIpeJicTaBIIAeTC s Ipe-
norBpaleHne mnpeobpazoBanua PrPC B PrPSc nyrem
crabuimaanyy cTpyKTypel PrPC cBasyomyM akTMBHBIM
BeII[eCTBOM MJIM U3MEeHEeHNUA JIeViCTBIUA IpoTenHa X, KO-
TOPBIMI MOXKeT (PYHKIIMOHMPOBATb KaK MOJEKYJIAPHBIN
manepoH. CieiyeT OTMeTUTD, YTO CPEACTBA, IPENATC-
TByIOIMe 00pa30BaHMIO IIPMOHOB, JOJIKHBI IIPOHUKATH
yepes remartosHnedanndeckuit 6aprep [39, 40].

IIpoduaakTuka NproHHLIX OOJIE3HEN OCHOBaHA HA
HeJIOIYIIeHNN yHoTpebIeHna MHPUIVPOBAHHBIX MAC-
HBIX IIPOJYKTOB MJIM APYTUX IPOAYKTOB ybosa. B 2000
r. ['TaBHBIM rocyjapCTBEeHHBIM CaHUTAaPHBIM BpadoM Pd
yTBepsKIeHo noctaHoBseHne Nelb «O Mepax 1o npemym-
peKIeHnIo pacnpoctpanenusa oose3uu Kperiridenbaa
— fIkoba ma Teppmropum Poccuiickoin Peneparmm»,
IIpeAmChIBaloIee, B JACTHOCTH, «He JIOITYCKATh 3aKYTIOK
MAca ¥ MACHBIX U APYTUX NPOAYKTOB y0OsA KPYIIHOrO
pOraToro CKOTa, a TaKyKe IOJIydeHMUs UX II0 IyMaHU-
TapHON oMoy 0e3 IpenocTaBJeHUA IJOKYMEHTOB,
IIOATBEPIKIAOIIIX OTCYTCTBME B CTPaHE-3KCIIOpTepe
3aboJsieBaHMII ryOK000pas3HOi HHIIE(AIONATUN KOPOB».
IIpennuceiBasIOCh TaKKe yCUINTH KOHTPOJIb HA MeCTax
3a IIpojakell MaAca M MACHBIX IPOAYKTOB [2, 7].

ITammenToB ¢ BRI Heo6xoxuMo rocnnTann3upoBaTh
B OTJeJIbHbIE IIaJaThbl, YTOObI JMCKJIIOYNUTE BO3MOKHBIN
PMCK 3apaskeHNUsA NPYTMX OOJIbHBIX. YUMTBIBASA OCODEH-
HOCTY TPAHCMMCCHUM U BO3MOKHOCTb ATPOr€HHOIO IIyTH
VMHQUIMPOBAHMNA, 3TO MIMEET IIePBOCTEIIEHHOE 3HAUEHNE B
Helipoxupyprun. Heobxonuma pa3paboTka HOBBIX CTaH-
[apTOB CTepuaM3alnyu 1 o6paboTKM HelpoXupypruuec-
KIX, JaOOpaTOPHBIX M ITaTOJIOT0AHATOMUYECKUX MHCTPY-
MEHTOB, a TaKsKe HOPMaTMBHBIX JNOKyMeHTOB. B EBporme
OCYIIIECTBJIAETCSA PsAJ, MEPOIPUATHI II0 NPOMUIAKTIKE
NIPMOHHBIX MH(pekmit. HapAany ¢ orpaHn4eHneM UCIIONb-
30BaHNA JIEKAPCTBEHHBIX CPEJICTB, IPUTOTOBJIEHHBIX U3
TKaHell KOPOB, IIPeKpallleHO0 IIPOM3BOACTBO T'OPMOHOB
runomsa KMBOTHOTO IIPOMCXOMKIEHNMA, IIPeANouTeHye
OTHAIOT TeHHO-MHIKEeHEePHBIM ITpenapaTtaM [12]. B HekoTo-
PBIX CTPaHAX BBEJIEHBI OrPAaHMYEHNA Ha TPAHCIIAHTAINIO
TBepZoil 0060JI0UKY TOJIOBHOrO Mo3ra. PaspabaTsiBaroTesa
3alpeTUTeNbHbIE IIOJOYKEHNA Ha TPAHCIJIAHTAIMIO
TKaHell, IlepeJiMBaHye KPOBY 1 Ha3HaUueHle IIpelapaToB
KPOBU OT MHAVIBUAYYMOB C AeMeHIuelt [4, 7, 12]
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3apaskeHnue MOryT BbeI3BaTh npumepro 100 000
MOJIEKYJI, KOTOPBIE, KaK IIPaBUJO, 00pa3yoT OoJbIye
CKOILIeHNA. 3HAUeHNe arperanuy OTAeJIbHBIX MOJIEKYJI B
acconualmy 1A BUPYJIEHTHOCTY IIPMOHOB He M3Y4eHO.
Henb3sa MCKIIOUNTD, YTO BUPYJIEHTHBIMMU ABJIAITCA U
OTZeJIbHBIE MOJIEKYJIbI IIPMOHOB. Pe3yIbTaThl HEKOTOPBIX
JKCIIEPMMEHTOB CBUAETEJbCTBYIOT, YTO AJIA peatin-
3anuy ddpeKkTa IPMOHOB B TKAHM JOCTATOYHO JIMIIb
BPEMEHHOI'0 KOHTAKTa ee C MaTepuaJioM, COZEePIKallyIM
IIPMOHBI, ¥ HET HEOOXOAMMOCTY, YTOOBI IIPMOHBI OBIIN
HaBCeIZla BHECEHBI B OPraHM3M. OTOT PUCK aKTyaJleH,
HaIpuMep, B CBA3M C MCIOJb30BaHMEM XMPypruyec-
KJX MHCTPYMEHTOB, 3apasKeHHBIX IpuoHamu. IIporecc
TpaHCOPMAIUM «3/J0POBBIX» IIPMOHOBBIX IIPOTEVHOB B
IIPMOHBI MOYKET ObITh MHUIIMMPOBAH IIPOCTHIM KOHTAKTOM
HeIIopasKeHHBbIX TKaHell ¢ IPMOHAMM, (PMKCUPOBAHHBIMU
Ha XUpyprmyeckoMm mHcTpyMeHTe [4]. Crenmaamcrsl
NIpenyIpesKIaloT, YTO MHKYOAIMIOHHBI [IEPUOL MOYKET
OBITH [OCTATOYHO AJUTEJbHBIM (0T 5—8 mec mo 10—15
JeT) [26, 35].

IIpmoms! Upe3BBIYAIHO CTOVKY K OOBIYHBIM METORAAM
nesuHdexnun. JloHnaupyioiee, yabTpadnuoeToBOE
MJIY MMKPOBOJIHOBOE M3JIydeHMe Ha HUX NPaKTUUeCKNU
He JelicTByeT. Jle3MH(EKIVIOHHbBIE CPEeNCTBa, OOBIYHO
JICIIOJIb3yeMble B MeIUIIMHCKOM NpPaKTUKe, JeliCTBYIOT
Ha HUX JIMIIb OYeHb OrpaHmdeHHo. HamesxkHO mx ycT-
PaHAIT Ie3VHMUIMPYIOLUIe PeaKTUBbl — CUJIbHBIE
OKMICJINTEJN, Pa3pyLIAIolle NeiiCTBYOI/e Ha IIPOTENHbI
[1, 4, 21). Ipyroe 3aTpyLHEHME [TPECTABIIAET CTONKOCTb
IIPMOHOB K BBICOKOJI TeMIeparype. Jlake Ipu aBTOKJa-
BUpoBaHuM npu remueparype 134°C B reuenne 18 muu
HEBO3MOXKHO IOCTMYb IIOJHOTO Pa3pPyIIEHUA IIPNOHOB,
OHJ «BBI)KMBAIOT» B (popMe, criocOOHOI BBI3ZBATH 3apa-
skeHMe. CTOMKOCTDL K BBICOKOI TeMIlepaType elle 6ojee
YBEJIMYUMBAETCHA, eCJM IIPYOHBI BBICHIXAIOT Ha IIOBEPX-
HOCTM MeTaJlJla WJIM CTEKJa MJM ecyy o0pasubl Iepes
aBTOKJIABMPOBAaHMEM II0[IBEPTraloT AECTBIUI0 (DOPMaIIb-
JIeTUIa, YTO COCTaBJAET 0CcOOYI0 IIpodiseMy pu paboTe
¢ sHpockonamu [1, 4]. B pa3BUTBIX cTpaHaX MCIOJIb3YIOT
OJIHOPa30BbIE XUPYPIUUECKNe MHCTPYMEHTHI JJIS TOH-
3UJIDKTOMUN ¥ HEPOXUPYPrUYecKuX MaHUIyaAnui. B
OyZLyllleM HallpalllBaeTCs aJIbTePHATMBHOE pellleHNe:
CO3JaHVIe HOBBIX MHCTPYMEHTOB C Y4Y€TOM IIOBBIINIEHHBIX
TpeboBaHMII K OUMCTKe M obe3zapaskuBanui. OgHopa-
30BO€ JICIIOJIb30BAaHMeE MHCTPYMEHTOB, B COOTBETCTBUM
¢ npuanunamu BO3, Tpebyercsa mpu cToMaToJsiorniec-
KOM 00CJIysKMBaHMM ITAIVIEHTOB C AMAaTHOCTVPOBAHHBIM
NIPUOHHBLIM 3a60JIeBaHMEM MJM TP IIPEJIIOJOMKEHNN O
€ero HaJM4nu.

Hamuoro 6osiee CJIOMKHBIM peIlleHMeM 3TOM IIPO-
OJeMbl ABJSETCA JIeUeHMe IALVEeHTOB I'PYIIIBl PUCKA.
OTO MauMeHThI, KOTOPBIM IPOM3BEAEHbI Olepanuu C
JCIIOIb30BaHMEM IIOTEHUMAJBHO 3apaskeHHOI TBepoi
060JI0YKY TOJIOBHOTO MO3Ta, MJIM Mal[MeHThl U3 ceMeil ¢
HacJaenctBeHHON (popmort BKfA. BO3 B Takoit cutyanumn
He TpebyeT IIpOBeIeHN A ClIeNabHbIX Mep. Bpuranckmit
KoucynbranMoHHBII HAayYHBI KOMUTET II0 I'yOdaToit
sHIlepasonaTuy B cBoeM peuteHun (1998) cues BO3-
MOKHBIM OTPaHMYNUTLCA OoJiee TIaTeJIbHOM O4MICTKOM 1
obe33apasKMBaHeM NHCTPYMEHTOB B codeTaHuy ¢ 6ojee
IJUTEJBHBIM aBTOKJaBupoBauueM [4, 5, 12]. IlockoabKy
Iepefiada IPMOHHBIX O0JIe3HEl OT 4YeJIoBeKa deJIOBEKY
IpezmosaraeT NPAMY VHOKYJIAIMIO MHQEKIVOHHOIO
MaTepnaJia, npu pabore ¢ 60JILHBIMM BO BpeMsA IIPOBe-
JIeH)A MHBA3UBHBIX IIPOLIEAYD, & TaKKe KOHTAaKTe C UX
OMOJIOIMYECKUMY KUIKOCTAMY HEOOXOIUMO HpPUIEP-
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JKMBATbCA IIPaBWUJI, NIPENYCMOTPEHHBIX IIpu paboTe ¢
6osnpabIMU co CIIVI[lom. IIpm maTosoroaHaTOMMYECKOM
JCCJIeIOBaHUY IIPUMEHSAIOT Te Ke npaBuJa [4, 5]. Vuc-
TPYMEHTEI, MCIOJIb30BaHHbEIe y manueHToB ¢ BK Bo
BpeMsA HeHpPOXMPYPrUdecKMX MaHUITYJIAILMIA, a TaKkKe,
II0-BUAVIMOMY, IIPY BBITIOJTHEHNY OMOIICUM 113 MUHAJINH,
¥ BHYTPVMOS3TOBBIE 3JIEKTPOABI JOJKHBI OBITH OLHOpa-
30BBIMM M YHUUTOKATHCA IIOCJe IIpUMeHeHus [4].

Becbma cepbe3HOII MeTOAMYECKON CTOPOHOI
mopdoorngeckoii AuarHocTurm, 0yab TO Ouoncusa
MM ayTOICUA, ABJAETCA BO3MOXKHOCTbH 3apaskeHuUs:d
uccyenyemMbiM MaTepuasiom: mpu BRI onacHocTs npen-
CTaBJAIOT BCe BHYTPEHHME OpraHbl, OMOJIOrMYecKye
SKUAKOCTY ITAllIEHTOB M OCODEHHO TKaHM T'OJIOBHOTO
¥ CIMHHOIO Mo3ra. BosHuKHOBeHMe ATporeHHoii BKS{
rocJjie IepecagKy TBePAOi 000JI0UKM TOJIOBHOIO MO3ra
Y POTOBMUIIBI CBUAETEJILCTBYET O TOM, UYTO IIPMOHBI Ha-
KaIlJXBalOTCA He TOJIBKO B CaMOll TKaHM MO3ra, HO U B
COeVHUTEJBHOTKAHHBIX 00pa3oBaHnuAx. VImeroTea enu-
HIYHBIE DKCIIEPVIMEHTAJbHBIE VICCJIeIOBAHNA, B KOTOPBIX
YCTaHOBJIEHO, YTO Ha OIIpeZieJIeHHOM dTalte TedeHnsa BKA
IIPMOHBI MOTYT COZEPIKATHCA U B KPOBU OOJIBHEIX [4, 12].
CienyeT OTMETUTb, YTO TKAHM YMEPIINX OT IIPUOHHBIX
OoJie3Hell 3apas3Hbl faske IOcje UX (PUKCAIMY PACTBO-
pom popmasiHa. B cBA3M ¢ 3TM paboTa ¢ MaTepnaoM
TpebyeT 0COOBIX Mep IPEeIOCTOPOKHOCTH, €€ IOJIKEH
BBIIIOJIHATD CIIENNAJIbHO O0yYeHHBII ITepcoHaJ [4].

YuursiBasg omacHocTh 3apaskenus BKSI Bo Bpemsa
XMPYPIUIeCcKOro BMeIlaTeJbCTBa ¥ IIaTOJIOr0aHATOMM-
YEeCKOTO JICCJIEIOBAHMA, BayKHO 3HATh, UTO OIACHOCTH
3apa'KeHysa B 3HAUNTEJbHO CTeIeH) 3aBUCUT OT IIyTHU
IIPOHMKHOBEHMA MH(PERINY. OKCIIEPVMEHTAJBHO JOKa3a-
HO, ITO HaMBBICIIIEN OHA ABJIAETCS IIPU MHTpanepedpasb-
HOM BBEeJIeHUM MH(EKIMOHHOTO areHTa, 3HAYMTeJbHO
MeHbIlle — IIPY MHTPAIEPUTOHEAJbHOM 3apaskeHUN,
ellle HMKe — IIPY BBeJEeHUM BHYTpPb. IIpy nmpoBeneHun
XUPYPrUUeCKNX MaHUITYJIALNI M BCKPBITYA HEOOXOAVIMO
MIPeANPVHYIMATE MePbI IIPEIOCTOPOMKHOCTY IIpK paboTe
¢ TKaHAMM, KUIKOCTAMM ¥ OPYTMMM MaTepuasiaMu OT
MaIeHTOB, Y KOTOPBIX IpennosaraioT BRS, Bo n3berxa-
HJe BO3MOXKHOTO0 3apaskeHnsa. OnacHOCTb IPeACTaBIAIOT
Bce (pparMeHTHI TKaHe, B3ATble IJA MCCJIEeNOBaHMUA,
VHCTPYMEHTBI, KOTOPBIMY BBIINIOJIHAJNYM HEPOXMUPYpPIru-
yeckyue ¥ MOpoJiorndecKye MaHuIyaanuu. Kpemannsa
TpynoB Hamubosee obocHOBaHa [4].

PexomeHnnyerca nmpoBeeHNEe TeHETUYECKOTO
aHaJNM3a MPUOHHOrO TeHa y JINIl, B CeMbAX KOTOPBIX
OBlJIM 3aperucTpupoBaHbl 0oJbHBIE. BoJsee ciloskHOM
ABJAeTCA mpobseMa npenatasbHo JHE-guarnocturmn
U CBABAHHOE C 3TUM peIleHNe BOIPOCa O IPEPbIBAHNUN
OepeMeHHOCTY IIPY HAJMYMM Yy OJHOTO U3 POAMUTEeJel
HacJeICTBeHHON IIPMOHHOI 00JIe3HM, IIOCKOJIBKY HEIIO0JI-
Has IeHEeTPAHTHOCTb HEKOTOPBIX M3 3TUX 3a00JieBaHUil
JleJlaeT COMHUTEJBHBIM IIPOrHO3MPOBaHNe Oy AyIIero AJsd
HOCUTeJA MyTaHTHoro resa [20, 35, 39].

Heobxonnma paspaboTka KOHIENINN YHUBEPCAJb-
HBIX Mep IIpecedYeHMsA PACIPOCTPAHEHUs B YKpPaNUHe
KaK ATPOreHHBIX, TaK M NPYIUX (POPM ITUX OIACHBIX
nHpeKrIni [4].
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Iledauenxo €.I., Maauuesa T.A.
IIpionn B Helipoxipyprii
IncTuryT Helipoxipyprii im. akan. A.IL PomonanoBa HAMH VYkpaiun, m. Knuis

Oran npucBAYeHNIT HOBOMY KJacy iH(PeKIiIHMX areHTiB — IpioHaM Ta ix poJi y xBopobax
JroguHN 3 nepeBaskHuM ypaskeHHaAM [THC. HaBeneri eTiosoriuni, maToreHeTYHi I MOJIEKYJIAPHO-
reHeTn4Hi ocobamBocTi wiei nmaroJorii. ITokazana posb iHTpPalepPebpPaJbHOrO IJIAXY MOTPAIIAHHA
[IaTOT€HHOT0 YMHHMKA Ta Jioro 3HavenH:A. 11i qani BasxkamBsi 114 nudepeHningoi AiarHOCTUKY IPIOHHNX
XBOPOO JIIOAVMHYM I pO3pOo0KM cucTeMy iX npodinmakTury ta Oesnexm.

Karo4oBi cioBa: npionu, mpancmicugna 2ybuacma enyeganronamis, KoOHPHOPMAYIUHA NAMON02LA,

npogiraxmuxa, 6e3nexa.

Iledauenxo E.I., Maaviwesa T.A.
IIpuoHsI B HEipOXUpypruu
Vucturyt melipoxupyprun um. akan.A.Il. Pomonanosa HAMH VYkpanssl, r. Kues

O0630p MOCBAILIEH HOBOMY KJIACCY MH(DEKIIMOHHBIX ar€HTOB — IIPMOHAM M UX POJI B 60JIE3HAX Yesio-
BeKa ¢ npeumyiecrsenubiM nopaskennem ITHC. IIpecraBieHbl 9THOJOIMYECKUE, [IATOT€HETUYECKIe
¥ MOJIEKYJIAPHO-TEHETIYECKME 0COOEHHOCTH 9TOI marTosoruy. IlokasaHa posb MHTpalepebpa bHOro
IIyTU HOCTYILJIEHUA MH(PEKIMOHHOIO areHTa ¥ ero 3HadeHue. OTU JaHHbIE Ba)KHbI B qudpdepeHim-
aJIbHOM UAarHOCTMKE IIPVMOHHBIX DOJIe3HEN 4YeJloBeKa M paspaboTKe CUCTEMBI MX MPOMUMIAKTUKI U

05e30I1aCHOCTIA.

KaiogeBbie cI0Ba: NPUOHBL, MPAHCMUCCUBHAA 2YyOuamas Inyedaronamus, KOHPOPMAYUOHHAR

namoaozsus, 6esonacnocmb, npogﬁuﬂ(mmuxa.
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Prions in neurosurgery
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of National Academy of Medical Sciences of Ukraine, Kiev

The review is devoted to new class of infectious agents — prions and their role in human illnesses
mainly with CNS damage. Ethiological, patogenical and molecular-genetic features of this kind of
pathology are given. The role of intracerebral way of infectious agent reception is shown. These
data are important for differential diagnostics of human prion illnesses and for system development

of their prophylaxis and safety.

Key words: prions, transmission spongiform encephalopathy, conformation pathology, safety,

prophylaxis.





