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BUONPEMNAPATbI U MPUOHHBIE BOAE3HW:
BO3MOXHA AU STUOAOINMHECKAS CBA3b?

Pesrome. B 0630pe aumepamypsr ompadicenvl cospemeHtble 0aHHble 3apybedcHbix uccaedogameneil o npupode u
0U0102UMECKUX CBOTICMBAX NPUOHHBIX 0eAK08, 00 UX KOHPOPMAUUOHHBIX pasHoguoHocmsax. [Ipusedensl ceedenus
0 PoaU KAeMOYHO2O NPUOHHO20 0eaKa 8 (YHKUUOHUPOBAHUU PA3AUYHBIX MKAHEU U CUCIeM OPeAHU3MA, NYmsx
UHUUUPOBAHUSL AHOMANLHBIMU U30POpMaMU nPUOHO8. OnucaHbl namomopgosoeutecke UsMeHeHUs U KAUHUYecKue
nposI6AeHUs NPUOHHBIX 3A001e8aHUI Hea08eKa, 0aHA UX cogpeMeHHas kaaccugurayus. [1odpodHo onucanbl cnocodsl
npoguaaKkmuku u npeodynpexicoeHus pacnpocmpanerus NPUOHHbIX 00Ae3Hell, a MaKice Co8PeMeHHble Memoobl
AabopamopHoil duaeHocmuku. Jlana oueHka 6eposmHOCU 3apaldceHis 8 pe3yabmame NPpUMeHeHUsl Mmoo Ul UH020
ouonpenapama 6 3a8UCUMOCMU OM XAPAKMEPUCMUKU 6X00AUWUX 8 €20 COCMA8 A2eHmo8 U Memoda o0pabomku
HamMUueHo20 Mamepuana, NOCAYICUBULIE20 OCHOBOU 05 €20 CO30aHUS.

Karoueevte caosa: npuonvt, kaemoutvie npuoHHble OeAKU, U30POPMbL NPUOHHO20 OeAKa, MeXAHU3M 00pa308aHUs
KOHMOPMAYUOHHBIX U30POPM NPUOHHO20 OeaKa, NPUOHHble 3a001e6anus, buonpenapamst, 1a60pamopHas

oJuaeHocmuka.

B nocnennue roabl OoTMEUEH pOCT YMCIia OMOIperapaToB,
JUIS1 U3TOTOBJIEHUSI KOTOPBIX BCE LIMPE MCIOJIb3YIOTCS pa3-
JIMYHBIE TKAHU XKMBOTHBIX, B TOM YMCJIE KOPOB U OBELL, TO €CTh
SKWBOTHBIX, TOTEHLIMAIBHO SIBJISIIOLIMXCS ICTOYHUKOM LIEJION
TpyIIbl TPUOHHBIX 3a00J1€BaHUii. B CBS3M € 3TUM aKkTyalib-
HbIM CTAHOBUTCSI BOIIPOC 00eCTeUeHUs U OLIEHKU Oe3oriac-
HOCTU 3TUX MpernapaToB LI yesoBeka. YToObl pazodpaThes
B CTOJIb CJIOXKHOM BOITPOCE, HEOOXOAMMO MTPOAHATM3UPOBAThH
UMEIoIIMecs CBeIeHUsI 00 ITUOJIOTUU, SMUAEMHUOIOTUH,
naToreHe3e 3TOU Ipymibl 3a00jeBaHKi, HAKOIJIEHHbIE 3a
nocjenHue necatuietvs. bospuive ycnexu, JOCTUTHYThIE
3a nocaenHue 10—15 ner B 0061acTy U3ydeHusl IPUOHOB U
BbI3bIBaEMbIX MU 3a00J1€BaHMI1, 000CHOBAIU €CTECTBEHHYIO
MOTPEOHOCTh B CUCTEMATU3aLIMU HAKOIUIEHHBIX TaHHbIX. B
Tabj1. 1 mpencraBieHa cOBpeMeHHasl Kiaccugukaius mpu-
OHHBIX 00JIe3HEel YeI0BeKa U KUBOTHBIX.

Wcropust mproHHBIX 3a00jeBaHUI OepeT cBoe Hayajio
B obsiactu BeTepuHapuu. B 1933 1. my1st pa3BuTHs Kapaky-
JIEBOACTBA UcIaHACKKUe pepMepnl 3aKymiu B [epmanuu
0OJIBIIIYIO MapTUIO oBell. Yepe3 HeCKOJbKO JIET Cpeau
3aKyTUIEHHBIX XMBOTHBIX CTAJIM PETMCTPUPOBATBHCS CIY-
yay 3a0ojieBaHUsI, HA3BAaHHOI'O «CKpPEIu OBell» (OT aHIJI.
scrappy — JIOCKYTHBII), IIPUHSIBIIIETO MacCCOBBIM XapakTep
U1 UMEBILIETO OBICTPbIN JIeTaJIbHBIN ucxoa. [1puunHy 3Toro

3a00JieBaHUs BIiepBble M3y4m1 AokTop B. Sigurdsson. OH
chopMynupoBall YeTbIpE OCHOBHBIX MPU3HAKa, TO3BOJIUB-
LIUX €My BBECTH HOBBII TEPMUH [JI1 0003HAYEHUS ITOU
IPYMIIbI 3a00J1eBaHUII — «MeIJIeHHble MHMEKIUU», U B
1954 1. BriepBble MPOYUTAT LIUKJ JeKIUi B JIOHTIOHCKOM
yHHUBepcuTteTe [1].

OTU NMPU3HAKU U JIETJIU B OCHOBY XapaKTEePUCTUKU ME/I -
JIEHHBIX UH(EKIIMI:

— TIPOAOJIKUTEIbHBINM MHKYOAIIMOHHBIN EPUO/T;

— MEIUICHHBII ITPpOrpecCUpyronii xapakTep TeYeHUs;

— HEOOBIYHOCTb MOPAKEHUSI OPTAHOB U TKAHEH;

— Heu30eXHOCTb CMEPTEIbHOTO UCXO/IA.

Yepes 3 roga amepukaHckuil yaeHsiit D.C. Gajdusek
OMUCHIBAET 3a00ieBaHUE, KOTOPOE BCTPEUYAETCSI B TOPHBIX
paitoHax octpoBa HoBas [BuHes cpenu mamyacoB-KaHHU-
0ajI0B U ceiiuac M3BECTHO IOJ Ha3BaHUEM «Kypy» [2]. Dta
00J1e3Hb XapaKTepu3oBajach MHorojeTHuM (mo 30 jer)
MHKYOAlIMOHHBIM TIEPUOAOM, MEIJIEHHBIM MPOTrPeccupy-
IOLIMM T€YEHUEM, TTOPaXEHUEM TOJIbKO TOJIOBHOTO MO3ra
U cMepTeJbHBIM HcxoaoM. TakuMm oOpa3om, mpobiema
MeIJIEHHBIX UH(EKIIMA 13 BeTepruHapUu TMepeTeksa B 00-
JIaCTh MEIULIUHBI.

Kaptuna nopaxeHuii mpyu MeAJIeHHBIX MHQEKIINIX
oTinyaeTcs cBoeodpasuem. [laTonornueckne u3MeHe-
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Ta6sunya 1. CoBpeMeHHas knaccugukauns npUOHHbIX 601e3He 4e/10BeKa v JKUBOTHbIX

Ho3onornyeckas dpopma

EcTecTBEeHHbI XO39UH

BonesHb KpenTudensara — Akoba Yenosek
Kypy Yenosek
Cunppowm lepctmana — LUtpayccnepa — LeinHkepa Yenosek
daTtanbHasa cemeiHasi UHCOMHUS (CMepTenbHas cemeliHas 6eccoHHMLA) Yenosek
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PucyHok 1. lpeBpaLwyeHne HopmMasibHOro rNPUOHHOIro
6esnka B MoagnULMPOBaHHYIO N30¢popmy
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CrloHTaHHasi KOHBEPCUSI HOPMaJIbHOMO KNETOYHOrO NpuoHa PrP°®

B UHPEKLMOHHYIO N30popMy.

KoHpOpMaLMOHHbLIE UBMEHEHWS B pe3yNbTaTe MyTaLmmu NMPUOHHOIO

reHa (PRNP).

«Knaccuyeckuii» mexaHnam kousepcum PrP¢ B usodpopmy Prpse,
ncnonb3yiowui PrPSC B kauecTsBe MaTpuubl.

Mpeanaraemblii HOBbI MEXaHM3M «Ae(DOPMUPOBAHHOW MaTPULbI»,
KOTOPbI NOCTYANPYET, 4To 06pasoBaHue PrPsC unayumpyetcsa
aH(;‘MgélchblMVI MPVUOHHBIMU CTPYKTYPaMMu, CYLLLECTBEHHO OTNUYAIOLLMMUCS
oT Prpse,

Do w >

PucyHok 2. MexaHn3mbl 06pa3oBaHNs
KOH@OPMaLNOHHO N3MEeHEeHHOro npuoHa [16]

HUsI, OOHApyKMBaeMble B LIEHTPAIbHOW HEPBHOI CUCTEME
(LIHC), xapakTepu3yloTcs TeM, YTO B TOJIOBHOM, a MHOTIa
U B CIIMHHOM MO3T€ B OTCYTCTBME BOCIaJleHUs1 HabJo1a-
eTcsl rMbesib HEPBHBIX KJIETOK U UX OTPOCTKOB. B TKaHsIX
MO3ra MOSIBJISIIOTCSI BAKYOJIU C MOCTENIEHHBIM Pa3BUTUEM

«TyOKO0Opa3HOTO» COCTOSTHMSA. B MO3roBOi TKaH! TaKXkKe
HaKaIJTMBAIOTCST aMUJIOUITHBIE OJISIIIKY, pa3pacTaeTcs TIu-
O3Hasl TKaHb. BocIajieHre 1 MMMYHHBIN OTBET OTCYTCTBYIOT.
Kpome kypy k cepenunre 1980-X I'T. cTajio U3BECTHO el1ie O
HECKOJIBKMX TTOITOOHBIX 3a00JIeBaHUSIX YesloBeKa (00JIe3Hb
Kpeittupennna — fxo6a, cunnpom [epctmana — Ll Tpayc-
cnepa — lleitHkepa, cMepTesibHasi ceMeiiHasi 0eCCOHHUIIA),
a TaKKe SKUBOTHBIX (TPAHCMUCCUBHAsI SHIIe(aTonaTs HO-
POK, XpOHUYeCKast U3HypsItoliast 00JIe3Hb OJICHEH 1 JIoceit).
ITogo6HOe cBOocoOpa3re mMaToMoOpPMOIOTNISCKIX U3MEHE-
HUI B HEPBHOW TKaHU OMPEAeTUIO Ha3BaHUE 3TOM IPyII-
TTBI — «TPAHCMUCCUBHBIE TYOKOOOpa3HbIe SHIIE(hATOTIaTHI» .
Bbito yctaHOBJIEHO, UTO BO30OYIUTETb HE Pa3MHOXKAETCS Ha
MCKYCCTBEHHBIX ITUTATELHBIX Cpeax, POXOANT uyepe3 6ak-
TepUaibHbIe QUIBTPBI, HE BUIEH B CBETOBOI MUKPOCKOIT, HO
B TO K€ BpeMsl YCTOMYUB K YJIBTPahOIeTOBOMY U3ITyIEHHIO,
KUTISTYEHUIO B TedeHue 15 MUHYT 1 HyKJiea3aM. To ecTh ero
HeJIb3s OBLTO OTHECTH HU K BUpYCcaM, HU K GaKTepUsIM, HU K
BUpOUAAM. DTHOJIOTHS OblIa yCTaHOBJIEHA aMEPUKAHCKIM
yueHbIM S.B. Prusiner, KoTopblii mokasaii, YTo TpPaHCMUCCUB-
HbIe TYOKOOOpa3Hble dHIIe(haToMaTHN CBA3aHbI ¢ MHOUIIU -
poBaHVEM HU3KOMOJIEKYJISIPHBIM OEJTKOM, He CollepKalliuM
HUKAKUX HYKJIEMHOBBIX KUCIOT. OOHApYKEHHBIN 0eT0K
ObLT Ha3BaH MPUOHOM [3]. 3a OTKpbITHE TPUOHOB B 1997 1.
S.B. Prusiner 6611 ynocroeH HoGeneBckoii mpeMuu.

B HacTostiee BpeMst MPUHATO CYUTATh, YTO TPUOHBI —
3TO GeNKOBbIe MHMEKIIMOHHBIE YAaCTUIIBI, BO3OYIUTEN
MPUOHHBIX KOH(MOPMALIMOHHBIX 0OJIE3HE, KOTOphIe pa3-
BMBAIOTCSI B pe3yJibTaTe HEMPaBUJILHOTO CBOpaYMBaHUS (Ha-
pYILIEHUS TPaBUIbHOI KOH(MOPMaIIMN) KJIETOYHOTO OeJiKa,
HEOOXOIMMOTO IS HOPMaJIbHOTO (hYHKIIMOHUPOBAHUS
opranusma. Ha3zBaHue mpon301Io OT aHTJIMHACKOTO CJI0BO-
couetaHus proteinaceous infectious particles — GeKoBbIC
MH(bEKIMOHHBIE YACTHUIIHI.

Crenyer 0co00 OTMETUTh, YTO TIPUOHOBBII MPOTEUH
PrP€ (cellularprion protein) — HopmaibHast n30hopMa
IIPUOHHOTO OeJiKa ¢ MOJeKyIIpHoil maccoit 33—35 k]I,
neTepMUHUpYyemasi reHoM rpuoHHoro 6enka (PrNP), pac-
MoJI0XKeHHOTo Ha 20-if XpoMOcoMe YelloBeKa, Mo CBoeit
TIPUPOIE SBIISIETCS CUAJIOTIIMKONIPOTENHOM U CUHTE3UPY-
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eTCsI TJIaBHBIM 00pa30M B HEMpOHaX, XOTs MPOAYLIMPOBATh
ero MOTyT U MHOTHE Apyrue KiaeTku [4, 5], mpuyemM 3TOT
HOpMaJTbHBINM PrP* tokanm3oBaH Ha TOBEPXHOCTU KIIETKH.
OH KaK ObI «3asTKOpEH» B 00TaTyIO X0JIECTEPOJIOM MeEMOpaHy
KJIETKHU 4epe3 MOJIEKYITy TJIMKOIMpPOTenHa [6], 1 ero oTiu-
YUTEJTbHON 0COOEHHOCTBIO SIBISIETCSI YYBCTBUTEIHBHOCTD
K mipoTease. PrP° mommepXuBaeT KauecTBO MUETUHOBOM
000JI04YKH, PEryJiupyeT rnepeaayy HEPBHBIX UMITYJbCOB,
LIMPKaTHbIE (CYTOYHBIE) PUTMBI, IIPOLIECCHI OKUCIIEHHSI, yJa-
ctByeT B MeTabosn3me Meau B LIHC u B perysitinu neneHust
CTBOJIOBBIX KJIETOK KOCTHOTO MO3ra. PrP° oOGHapyXeH Takke
B CeJie3eHKe, TUM@aTUIeCKUX Y3J1ax, KOXKe, KeJTyT0UHO-KH1-
IIEYHOM TPaKTe U (DOJUTUKYJISIPHBIX NIEHIPUTHBIX KJIETKaX,
porosulie riaza. OyHKIWY MPUOH-TIPOTEMHA B OpraHu3Me
3I0pOBOTO YeJioBeKa JI0 KOHIIA He U3YYeHBI 10 CUX TIOP.
IMoMuMoO BBIIIIECKA3aHHOTO MU3BECTHO, YTO OH YYacCTBYET B
3HJOIIMTO3€E U KaTabosm3Me KJIeToK. [IproH-TIpoTenH Takxe
HEOOXOIUM JIJIST HOPMaJIbHOW CUHANITUYECKONW (PYHKIIUM.
He uckitoueHo, 4TO IPUOHBI UTPAIOT OMPEAETICHHYIO POJIh
B MEXKJIETOYHOM y3HABaAaHWU W KJIETOUYHOI aKTUBAIIWH.
ITo MHEHUIO HEKOTOPHIX CHELUATNCTOB, HOPMaJIbHbIE
MPUOHBI CITOCOOHBI MTOAABIISIT MPOLIECCHI CTAPEHUST, YeM 1
OOBSCHSIETCS] CXOICTBO KIIMHUIECKUX K MOP(HOIOTHUECKIX
XapaKTepUCTUK MPUOHHBIX 00JIE3HEN C TePOHTOIOTMYECKH -
mu 3a6oneBanusamu LIHC.

Mouiekysia HOpMaJIbHOTO (KJIETOYHOTO) MPUOHHOTO
0eJIka COCTOUT M3 YeThIPeX a-CIMPaTbHBIX TOMEHOB, CTa-
OUIIM3UPOBAHHBIX MEXKIOMEHHBIMU 3JIEKTPOCTATHUECKUMU
B3auMoJecTBUSIMU U S-S1-cBsa3bio (puc. 1) [7, 8].

W3MeHeHHbIe MOTU(UKALIUSIMY K30(OPMBI IPUOHHOTO
oesika PrP= (scrapie prion protein — ot Ha3BaHUSI IPUOHHOM
00JIe3HU OBEIl CKpenu — scrapie) wiu, Hampumep, PrPed
(ipu 6on1e3Hm Kperitidenbara — Ikoda) HOCST maToI0T-
YECKUI XapakTep, COCOOHBI MHOUIIMPOBATH MHOTHE BUIbI
JKMBOTHBIX 1 yesioBeka (puc. 1) [9, 10].

Takue u3MeHeHHbIE TPUOHBI YCTOWYUBHI K IIPOTEOJIU3Y,
U3Jy4eHUSIM, BBICOKOM TemIiepatype, hopMalbIeTuay,
ryTapajibiaeruay, B-nponuonakrtony [9, 10]. Ho camoe
IJIaABHOE — OHM CITOCOOHBI K arperaiuv B aMUJIOUIHBIE
GubpmwLIbl, obiamaiomue ruapodoodHocTrio [11—13], n
(GopMHPYIOT HepaCTBOPUMBIE arperaThl Pa3IMYHBIX pa3Me-
poB. B pesynbrate PrP HakarimBaloTcs B ia3MaTUUeCKUX
BE3UKYJIaX KJIETKHU.

C y4eToM CTPYKTYpPHOI 01130CTH MH(MEKIIMOHHOTO ITPH-
OHHOTO 0eJiKa M ero HOpMaJIbHOM (KJIeTOYHOI) U30(hOpMbI
CTaHOBUTCS TOHSATHBIM, YTO MPHU Pa3BUTHU MPUOHHBIX
3a00JIeBaHUIT B OpraHu3Me JIIOJIeil M XKMBOTHBIX He OOHapy-
JKUBAIOTCS aHTUTEIa Ha TIPUOHHBIN 6e10K PrP*, koTtopbrit
MUMMYHHOW CUCTEMOI BOCIIPUHMMAETCSI KaK «CBOi». DTO
3aTpyIHSET 1a00PaTOPHYIO TMarHOCTUKY 3a00JIeBaHU, MX
MMMYHOTEpaIio 1 UMMYHOTIpOGUIIaKTHKY [8].

IMpespanieHne HopMmaabHOro PrP* B MonuduimposaH-
HYI0 130()OpMYy OKa3bIBaeTCSI BOBMOXKHBIM B pe3yJIbTaTe
MOPOIi Jaxke HE3HAYUTEIbHBIX MYTALIMOHHBIX U3MEHEHMIA
B PrP-reHe, a Takxxe moj JedcTBUEM caMOi MOJIEKYJIbI
nH(EeKIMOHHOro TpuoHHOTO G6enka. [Tpespanienue PrPe B

nsMeHeHHbIe opmbl (PrP* u np.) mpoucxonut npu Hapy-
IIEHUY KHHETUYECKH KOHTPOJIMPYEMOTO PABHOBECHS MEXKITY
Humu. [Ipouecc ycunvpaercs py BO3pacTaHUM KOJIMYECTBA
MaToJIOTMYECKOro MpUOHHOro Oeika B camoii kietke (PrP)
WJTY 3K30TeHHOTO ITpuoHa. [Ipeanonaraercsi, 4To KOHBEPCUs
WHIYIUpYeTCs 6eIKOM PrPs, BEIOTHSIIONIMM POJTb MaTPH -
1bl. BriepBble 3Ta runoresa Oblia BhicKa3aHa elle B 1967 .
[14] u nepecmoTtpeHa B 1993-m [15]. OHa noaTBepxknaeTcs
JMAHHBIMM, 0a3UPYIOLIMMUCS Ha pe3yIbTaTax 9KCIepUMeH-
TOB, TIOJIYUEHHBIX ¢ UCKYCCTBEHHO CUHTE3UPOBAHHBIMU
pPEeKOMOMHAHTHBIMU MpUOHAMU B dhopme B-Tskeit [7].
KondopmamoHHble U3MEHEHHS CBSI3aHbI ¢ PACTIIIETEHM -
eMm B C-TepMuHaabHOM ydyacTKe Oesnika PrP¢ a-crimpanu,
B pe3yJibTate 4ero oHa 3ameHsiercst Ha B-Tsoxu [10, 13], u
MMEHHO 3TOT C-TepMHHAJIbHBIHM y9aCTOK KOH(DOPMALIMOHHO
M3MEeHEeHHO n30(opMbI PrP* cTaHOBUTCS pe3UCTEHTHBIM K
nporease [11—13]. HakomieHue n3MeHEHHOTO IPUOHHOTO
OesKa COIPOBOXIAETCS ero arperalueii, oopasoBaHUEM
BBICOKOYTIOPSIIOYEHHBIX (PUOPUIIT (aMUTOUIOB), YTO B
KOHIIe KOHIIOB MTPUBOAUT K Tben KieTku. BricBoOOIMB-
HIUICS TTATOJIOTMYECKN M3MEHEHHBIH MTPUOH, TTO-BUIMMOMY,
OKa3bIBa€TCS CITOCOOHBIM MPOHUKATh B COCETHUE KIIETKH,
TakKe BbI3bIBasi UX rudesb. [Ipolecc ycunupaeTcs npu
BO3pacTaHUU KOJUYECTBA MATOJOTUYECKOTO MPUOHA, KOTO-
pBIif 00pa3yeT arperathl ¢ coboii u ¢ PrP° Ha moBepxHOCTH
KJieTku: B pesynbrate PrPe nmpeobpasyercst B PrP*, u nanee
LIMKJT TIPOJIOJIKAETCSI.

B Hacrosiiiee Bpemsi npeiaraeTcst 4eTbipe MexaHn3Ma
oOpa3oBaHusI KOH(GOPMAIIMOHHO U3MEHEHHOIO IIpUOoHa
(puc. 2) [16].

HNHuduumpoBaHue aHoMaaTbHBIMU N30(DOpMaMU TTPUOHA
MOXET MPOUCXOANTD PA3TUIHBIMU ITyTSIMU:

— TIpY yNOTpeOJIeHUU HEJOCTATOYHO TEPMUUYECKU 00-
paboTaHHBIX MPOAYKTOB KUBOTHOTO MPOUCXOKICHUS, Ha-
MpUMeEp Msica, MO3ra KPyITHOTO pOraToro ckKota, 00JbHOTO
ryokoo0Opa3Hoii sH1Ie(aIoIaThei;

— IMpY TpaHCIUIAHTAlMY TKaHel (HarpruMep, POrOBULIBI
rj1aza, TBEp/I0il MO3roBoil 000JI0YKHM), TIPU TIEpETMBaHUU
KPOBHU, MPUMEHEHU Y TOPMOHOB OT JIWII, UHPULIUPOBAHHBIX
MaToOJIOTMYECKUMU M30(hopMaMy TIPUOHOB, a TaKXkKe MpH
BBEJICHUH B OPTraHU3M YeJIoBeKa OMOJOTUIECKH aKTUBHBIX
BEIIEeCTB KUBOTHOTO MPOMCXOXKIECHUS; UCITOJb30BAHUK
KOHTAMUHUPOBAHHBIX WUJIU HEIOCTATOYHO MPOCTEPUITU30-
BaHHBIX XUPYPTUIECKUX MHCTPYMEHTOB; TIPU MPO3EKTOP-
CKUX MaHUTTYJISLIASIX;

— Yepe3 UMMYHOOMOTIpEIapaThl, He MOJABEprIIuecs
COOTBETCTBYIOIIIEH 00paboTKe.

Ho HauGosiee 4yacTbIM SIBJISIETCS TTIEpOPAIbHOE 3apaxe-
HMe KakK yeIoBeKa, TaK U XKUBOTHBIX. [1py 3TOM MaToJIoTu-
YeCcKKe MPUOHBI, TTOTaB B KUIIEYHUK, TPAHCTIOPTUPYIOTCS
B KpoBb 1 tuM@y. [Tocte mepudeprdeckoil perummKanm B
cesie3eHKe, arnmeHanKce, MUHIATUHAX U APYTUX TUM(OWI -
HBIX TKAHSIX OHU TIEPEHOCSTCS B MO3T IO TTeprudepuIecKuM
HepBaM (HeliponHBa3us). Bo3MoXHO MpsiMoe MPOHUKHO-
BEHME MTPMOHOB B MO3I' — Yepe3 reMaTosHIehaTndecKuii
6apbep. Panee cunranocsk, uro LIHC — 3710 eqmHCTBEHHAsT
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TKaHb, B KOTOPOI HAKaIlJIMBAIOTCSI TTaTOJIOTMYEeCKUE TTPU-
OHBI, OTHAKO TOSIBWJIMCh MCCJIeI0OBAaHUs, U3MEHUBIINE
JaHHyio rurore3y. OKa3ajloch, 4TO HakomuieHue PrPs B
ceJie3eHKe CBSI3aHO C yBeJMYeHHEM 1 (PYHKIIMOHUPOBAaHUEM
GOTUKYISIPHBIX IEHAPUTHBIX KJIeTOK. [TprOHBI, TTonamast
B MO3I, HAKAIlJIMBAIOTCS B HEM B OOJIBIIMX KOJIMYECTBaX,
BbI3bIBasi aMWIOUI03 (BHEKJIETOUHBIN TUCIPOTENHO3, Xa-
PaKTEPU3YIOLIUICS OTIOXKEHUEM aMWIOWIa C pa3BUTHEM
arpoduu U cKJIepo3a TKaHU) U acTpOLMTO3 (pa3pacTaHue
aCcTPOLIMTAPHON HEUPOTITUU, TUTTEPITPOAYKIIUS TIIMATbHBIX
BOJIOKOH). B pesynbrare hopmupyrorcs (puOpUILIBI, arpe-
raTbl Oejika WIM aMWIonIa U ry0KooOpa3Hble U3MEHEHUsI
Mo3ra (TpaHCMUCCUBHbBIE T'YOKOOOpa3HbIe IHIIe(haTonaTm)
[17]. TTocne nnduumrposanus u perimkanuu B LIHC npo-
UCXOUT PacIpoOCTpaHEHUE TTPUOHOB IO MepudepuiecKum
HepBaM K IPYTUM TKaHSIM, TJie TIPOUCXOIUT BTOPUIHAS TP -
oHHas perutukanus [17]. Cekpelysi MIpUOHOB U3 UH(MUII -
POBAHHOTO OpraHM3Ma B OKPYKaIOIILYI0 Cpey MPOUCXOIUT
C UCTPaXKHEHUSIMU, MOYOIA, CITIOHOM, TPYIHBIM MOJIOKOM,
KOXXHBIMU BBIIEIEHUSIMU, YTO (POPMUPYET UCTOTHUK MPH-
OHOB B OKPYXXaIoIllell cpefe, TIe OHU MOTYT COXPaHSIThCS
B HEM3MEHHOM COCTOSTHUM 10 16 JieT, co3maBasi CTOMKIe
oyaru 3apaxeHwusl, B YaCTHOCTH, Ha MacTOMIIAax, MecTax
coiepKaHusl XKMBOTHBIX U T.1. [18, 19].

KAMHM4Yeckas KapTUHA NPUOHHBIX
60oAe3Hen YeAoBeKd

TpaHcMuccuBHBIE TYOKOOOpa3Hble dHIIE(dartonaTuu
(TT'D) yenoBeka B HacToOsIIEE BPEMSI XOTSI U Pa3/IeisiioT Ha
TPU OCHOBHBIE IPYIIbI (MHGEKIIMOHHBIE, CITOPaTNIeCcKre
U HACJIeICTBEHHbIE), HO MOJ00HOE JeJIeH1e HOCUT BEChMa
MPUOIU3UTENbHBINA XapakTep. B rpynmy MHGEKIIMOHHBIX
OTHECEHBI KypY, siTporeHHast hopma 6os1e3uu Kpeitridesnnb-
nra — $SIko6a (BKS, cuHoHuM: momocTpast cnoHruoopm-
Hasl 9H1IebaIonaThs) U TaK Ha3blBaeMblii HOBBIN BapUaHT
BK#l, BiepBbie onmcanHbiii B 1996 . B AHrmnm [20].

B rpynmne criopagnueckux TI'® B Hacrosiee Bpemsi
paccMaTpuBaeTcs TOJbKO cropagndeckas BKS. U nHa-
KOHell, K HacjeAcTBeHHbIM TI'D oTHOCcsSTCS amuiibHast
BK, cunnpom Iepctmana — llrpayccnepa — Illeiinkepa
u (haTasibHas ceMeitHast MTHCOMHUSI.

NHEeKLNOHHbIe TPAQHCMUCCUBHbIE
ryékoo6pasHbie (CrIoHrMogdopMHbie)
SHUepanronarumn

st 6osie3Hu Kypy u sitporeHHoit ¢opmbl BKS xapak-
TepHbI KOHTAKT C MH(PEKIMOHHBIM areHToM TI'D B cBsi3u
JI00 ¢ 00bIYaeM PUTYATIBHOTO MOEIaHMsI MO3Ta YMEPIIMX Ha
octpoBax HoBoii [BuHeu (6osie3Hb Kypy) [2], 1100 ¢ TpaHC-
TUIaHTallMeil pOrOBULIbI UJIU TBEPIOW MO3TOBOI 000JOUYKHN
WJIY TToTIafiaHeM MH(MEKIIMOHHOTO areHTa ¢ KOHTAMUHUPO-
BaHHOTO HEMPOXUPYPrMUECKOTO MHCTPYMEHTA OT MallueH-
ToB ¢ TI'D [21]. fATporennast BKSI 6bu1a Takcke onmcaHa nmpu
BBEJICHUM TOPMOHA POCTa, MOJYYEHHOTO TIPU 3KCTPAKIIUKU
runodusa ot 60JbUIOrO MyJia NALUEHTOB 06€3 YyCTaHOBJIEH-
Horo auarHo3a [21]. [TepBuyHbIe KITMHUYECKUE TPOSIBJICHUS

ripu 60sie3HU Kypy u sstporeHHoi BKSI, accontmnpoBanHoii
C BBEJIECHMEM TOPMOHA POCTA, CXOIHBI U XapaKTePU3YIOTCS
LiepeOpaJIbHOM aTaKCcuel, CIabOBBIPaXKeHHOI TeMeHIINEI,
JIIIIL B TEPMUHATBLHOM (hasze 3a00J1eBaHMUs BLIXOISIIEH Ha
repBblii TiiaH. MHKyOalIMOHHbBIN, WY JTATEHTHBIA, TepUOJT
(c MOMeHTa 3apaxkeHUsl 10 TIEPBbIX KIMHUYECKUX TTPOSIB-
JIGHUIi) MOXET 3HaYMTEeIbHO KoyiebaTbess — OT 2 10 OoJiee
yeM 10 netT. YcraHoBJieHa MHTEepecHasi 3aKOHOMEPHOCTb:
NIEMEHIIMsI pa3BUBajlach ropasao paHblle — yxe uepe3 2
rojia B ciydyae 3apakeHusi — IpU Tepecagke POTOBUILIbI
WJIA TBEPAOI MO3roBOil 000JOUKHM, HEXEJIM TIPU 3apaxe-
HUU Yyepe3 KOHTAMUHUPOBAHHBIN HEHPOXUPYPTUUECKUIA
nHCTpyMeHT [22]. Bo Becex cityuasix oTMedaeTcs MaCCMBHOE
OTJIOXXKEHMEe aMujIoua, a Takxke pa3pacTaHWe acTPOTIUU
BO MHOTHX O0JIACTSIX TOJJOBHOTO MO3ra, CO3/alollee BIie-
yaTiaeHue «ryokum». OnqHako myTtauuu PrP-reHa He Obuin
YCTaHOBJICHBI a0COJIIOTHO Y BCEX MAlIMEHTOB, YTO MOXKET
OBITh CBSI3aHO C Pa3HOOOPa3ueEM WM MHOTOBAPMAHTHOCTHIO
reHoTurnoB PrP-reHa m Haquuyuem CXOIHBIX MyTalluil B
HOpMaJIbHOI romynsiuuu [23].

Hosrrit BapuanT BKS B HacTosee BpeMs ellie Ha3bl-
BaeTcs YeJI0BeUeCcKoii (hopMOii KOpOBBETO TYOKOOOPa3HOTO
sauedanmta [20]. OH He UMeeT CBSI3U C HACJIeICTBEHHOM
dopmoit BKS u nipu Hem He BbIsiBIeHBI MyTanuu PrP-
reHa. 9to 3abojieBaHKE PACIIPOCTPAHEHO BO BCEM MUpPE U
CIOPAANYECKU BCTPEUAETCSl Ha MPOTSKEHUU TIOCJIETHETO
NECSITUIIETUSI B PA3JIMYHBIX, HE CBSI3AHHBIX MEXIy COOO
peruoHax, oTJInyaeTcsl MopaxKeHWeM JIMIl MOJIOJIOTO BO3-
pacra, OTCyTCTBUEM 3HIIedaTorpapuuecKux MU3BMeHEHUH 1
TUTMTUYHBIX HEBPOITATOJIOTMYECKUX TTPOSIBJICHUI, XapaKTep-
HbIx 1151 sitporeHHoit BKSA [20]. [TpeaBecTHMKOM 1aHHOTO
3a00J1eBaHUS SIBJISIIOTCSI UBMEHEHUSI CO CTOPOHBI TICUXUKMU,
Takue Kak JeBUAaHTHOE TMOBeIeHNEe, MMaHUYEeCKHEe aTaKu,
JeTpeccusi. DTO MOXKET MTPOIOJIKATHCSI OT HECKOJIbKUX He-
JIeJIb 10 HeCKOJbKUX MECSIIeB, MoKa K 3TUM CUMITOMaM
HE MPUCOCIUHATCS TaKUe HEBPOJIOTUYECKUE U3MEHEHUS,
KaK aTakcusl, a 3aTeM U MUOKJIOHUYECKUE CYJOPOTHU. YKe
Ha 3TOM (pOoHE TTPUCOETUHSIETCSI TTPOTPECCUPYIOIIAs IeMEH-
LIMSI BIUTOTB /IO pa3BUTHs MyTu3ma. HeliponaTosornueckue
M3MEHEHMUS XapaKTEePU3YIOTCSI CITOHTMO(MOPMHBIMU U3ME-
HEHUSIMU B TOJJIOBHOM MO3T¢ — B OCHOBHOM B TajlaMyce U
0a3aJbHBIX TAHTJINSIX: UICYE3HOBEHUEM HEPOHOB, pa3pac-
TaHWEM acTPOILIMTOB. B momosHeHue K repeyrcieHHOMY
B MO3rOBOIl TKAaHM OTMEUAaeTCsl OTJIOXKEHUE aMUJIOMTHOMN
Macchl, copepxkaitein PrP-6enok. 3auactyio Mosionoi Bo3-
pacT 3THX MAlMEeHTOB B COYETAHUU C XapaKTEPHBIMU KJTU-
HUYECKUMU TTPOSIBJICHUSIMU, a TAKXKE CBSI3b C MPeObIBAHUEM
Ha TeppuTopuu BenmnKoOpuTaHuM 3aCTaBISIIOT 3aM0A03PUTh
y naieHTa HoBbIii BapuaHT BKS.

Crnopaaunvyeckas TPQHCMUCCUBHAS
ryékoobpasHas aHyegpanonarus

Cnopanuueckas 6one3ub Kpeitndenbga — SIkob6ca
sIBJIsIeTCsl HanboJiee pacrnpocTpaHeHHOM U3 Bcex TI'D.
B cpennem B roa peructpupyercs 1 Ha 2 x 10° cnyuyaes
3TOro 3aboneBaHus Bo BceM mupe [21]. KnuHuueckue

80 Mi?KHapOAHHUH HEBPOOTiYHHHA KypHad,

ISSN 2224-0713 N° 6(68), 2014



NJ)

HaykoBun orasig /Scientific Review/

MPOSIBJICHUS U TaTOMOPdOIOTUYECKUE U3MEHEHUS TTPU
cropagndeckoit BK meHee BapuabenbHBI, HEXEIU B
MPebIAYIIUX ABYX TPYIIaX MPUOHHBIX 3a00JIeBaHUIT
[24]. 3aboneBaeMOCTb Cpear MYKUNH W KEHIIUH IIPU-
0JM3UTeIbHO oaunHakoBa. CpeagHUIT BO3pacT MEPBHIX
KJIMHUYECKUX MposaBIeHU npuxoautcsa Ha 50—70 er,
HO 3aperucTpUpPOBaHBI EAMHUYHBIE Caydan oT 16—20,
MakcuMaibHO — 10 80 jeT. OCHOBHBIM KJIMHUYECKUM
CUMIITOMOM SIBJISIETCSI HEYKJIOHHO TIpOrpeccupylolias
IeMEeHIIUs, XapaKTepu3yIolascs HapacTaloIUMU KOT-
HUTUBHBIMM PACCTPOMCTBAMHU, OBICTPHIM CHUXEHUEM
MaMsATH U dKCIHEHTPUYHBIM, HealeKBaTHBIM IOBeJe-
HueM. [locTeneHHO, 0COOEHHO Ha MO3JHUX CTaIUSIX
3ab0JIeBaHUsl, TPUCOCINHSIIOTCS MUOKJIOHUS, aTaKCHUs,
MUpaMUIHbIe U 9KCTparMpaMUIHble paCCTPOMCTBA, HU-
cTarMm, IUILIOTIMS, TOJTOBHAs 60Jb, PACCTPOMCTBA YyB-
CTBUTEIbHOCTU. DHIe(haTorpaMmma npu cropagniecKom
BK{ HocuT cneunduyeckuit xapakrep. Y 3TUX Mallu-
€HTOB OTMEYAIOTCSI CHHXPOHHBIE Pa3psibl, COCTOSIINE
W3 TePUOIMIECKN BO3HUKAIOIIUX TpeX(ha3HbIX BOJH C
yacTtoToil 1—2 nukia B cekyHny. [lomoOHbIe n3MEeHEeHUSI
He BCTpeyaloTcs B 2JIEKTpodHIedarorpaMMe Mpu ce-
MmeitHoi u nHpeknoHHou BKS. [TosgBreHne momoOHBIX
n3MeHeHuil nmpu crnopanudeckoir bKS, kak mpaBuio,
SIBJISIETCSI MTPEABECTHUKOM JIETAJILHOTO MCX0/1a, TaK KaK
CMEpTh MAallMEeHTOB HacTymaeT 4yepe3 1, Makcumym 12

MecsI1IeB TMocJie TOSBIeHUs XapaKTepHbIX U3MEHEHU I
B 2JeKkTpo3aHuedanorpamme. [latomopdonorunueckue
M3MEHEHUSI COCTOSIT B pa3pacTaHUM aCTPOTJIMU U CTIOH -
rno(OpMHBIX U3MEHEHMSIX Ha (POHE MCUYE3HOBEHUSI
HEWPOHOB, B OCHOBHOM B CEPOM BEIIECTBE TOJIOBHOTO
mo3sra. PrP-6enok, kak mpaBuio, oOHapy>KuBaeTcs B
romMoreHare, MOJyYeHHOM M3 MO3TOBO# TKaHu. B 5 %
ciaydaeB ObUl HalimeH PrP-0e10Kk B aMUJIIOMAHBIX OT-
JIOKeHUsX [24].

CemeriHasi TPQHCMUCCUBHAS
rybkoo6bpasHas aHueganonarus

Cemeiinag TI'D (CTI'D) accoumupyercss ¢ IpUCYT-
CTBMEM ayTOCOMHOI'O JOMHUHAHTHOTO T€HETHUYECKOTO
nmoBpexaeHuss PrP-rena. B 3aBucumocTu or xapakrepa
TEHETMYECKOTO MOBPEXASHUS KIMHUYECKass KapThuHa
3a00JIeBaHUS COOTBETCTBYET MO0 cemeitHoii BKA, nu6o
cungpomy Iepctmana — Illtpaycciaepa — llleitnkepa.
Jlst iepBoro 3a00JieBaHMUS XapaKTepHbl MaHUMeCTaALUS
U TIpOrpeccupoBaHre NeMEHIIUU, IJIsI BTOPOTO — Iiepe-
OpasbHas aTakcus. MMeromniyecs: pa3inuus B TECUEHUU U
MPONOJIKUTETLHOCTY 3a00JIeBaHUS , KITMHUIECKHX TTPOSIB-
JICHUSIX HAaXOMSITCS B TIPSIMOY 3aBUCHMOCTH OT XapakTepa
myTtauuii PrP-6enka (ta6m. 2).

B To Xe BpeMsi ocTaeTcsl OTKPBITHIM BOIIPOC O BO3-
MOXHOU pOJIM APYTUX JTOTOJHUTEIbHBIX (PaKTOPOB B

Tab6auya 2. Xapakrepuctuka myraumnii PrP n cBa3aHHbIX C HUMU KJIINMHUYECKUX NPosiBJIeHui cemeriHoi T3

Bospact | Mpoponxu-
PrP an?v?rli\z.- e ';’;T'::qiz:gz::’::i' Ha4yana TeJNIbHOCTb N3meHeHus B ro-
KOOOH Kucnora yrau M’ aumein 3abone- | sabGoneea- JIOBHOM MO3re
yTau BaHUS HUS
ATpodus, oTnoxe-
102 Pro Leu ATakcusa, onemMeHuusa 15-40 1-4ropga e PrP
JemeHumns, atakcus, cna- B
105 Pro Ley CTUYECKWI Napanapes 42 5-11 net OTnoxeHue PrP
JemeHuus, nupaMuaHble )
117 Ala Val 1 nceBnobynb6apHbie 20-64 1-11 net ﬁ;réosj?gﬂ, omoxe
CUMMNTOMBI
145 Tyr Stop JemeHunsa 38 21ropn OTnoxeHue PrP
178 Asp Met MNHCOMHUS, aTakcus 20-71 0,5-3,0 ropa | Atpodusa Tanamyca
0,75-4,0 CnoHrmodpopMHble
178 Asp Val JemeHumns 26-56 roga M3MeHeHMs
CnoHrmodopmHble
2 _
180 Val lle JemeHums, MUOKITOHUS . 1-4 mecsaua M3MEHEHUS
OemeHuus, atakcus, 60- B B
198 Phe Ser n1e3Hb MapkUHCOHa 34-71 3-11netr | OtnoxeHune PrP
CnoHrmodopmHbIe
200 Glu Lys JdemeHuuns 35-66 0,2-3,0roma M3MeHeHs
CnoHrnmodopmHble
210 Val lle JemeHumnsa 63-68 2-4 mecsua M3MEHeHMs
OtnoxeHue PrP,
217 Glu Arg JlemeHumsa, atakcmsa 67-79 1-5 net CMOHIMOPOPMHbIE
M3MEHeHMs
CnoHrnmodopmHble
2
232 Met Arg JemeHuuns ; 3 mecaua M3MeHeHs
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MaHupeCTaluu TOU TpyIIIbl 3aboieBaHuil. K Takum
daxTopam ciieyeT OTHECTH 0COOEHHOCTU MUTAHU S, BO3-
pAacCT, HAJIMYME KaKUX-TO 9K30T€HHBIX BUPYCHBIX aT€HTOB
U TaK aasiee. BaprabenbHOCTh KIMHUYECKUX MPOSIBIICHU I
paznmuuHbix hopM CTI'D ocTaercs 3aragkoii, XOTs UMeIo-
muecs GakTbl CBUAETEIbCTBYIOT O HATMUUU KOPPEJISLIUU
MeXKIy JJoKanu3aluuei oTaoxeHuii PrP B romoBHoM Mmo3re
U XapaKTepoOM KJIMHUYECKUX MPOSIBJIEHU I, a TAKXKE O TSI-
KecTu TeueHus 3abosieBanus. Hampumep, mokanu3anus
otjioxeHus PrP B cuHarncax B OCHOBHOM HaOJto1aeTcs
cpeau MalMeHTOB CO CIOpPaIuMYecKOi M ceMeilHOM 060-
ne3nbio Kpeitngenpoa — Axo6ca ¢ myrauumein Lys200,
YTO COMPOBOXAAETCH TSIKEJION NeMEHUUEN, MUHUMATb-
HOM aTakcueil U CKOPOTEYHOCTBHIO TeUEHMsI C OBICTPHIM
HacTyIUIEHUEM CcMepTU. B MpoTUBOIONIOXHOCTD 3TOMY
y NalMEeHTOB C Kypy, atporeHHoit TI'D BciaeacTBue BBe-
neHus: pakrtopa pocta mmpu ropmoHotepanuu u CTIr'D,
accouuupyeMoii ¢ apyrumu mytauusmu PrP, 3aboneBanue
MPOJIOJIKAETCS 3HAUUTEJbHO JOJIbIIE U COTTPOBOXIAETCS
MpUCOEeIMHEHUEM BbIpaxXeHHOM atakcuu [25, 26].

dararbHas cemerHas 6ecCoHHULA

OnucaHa OTHOCUTEIbHO HeaaBHO — B 1986 1. D10
Ype3BbIYAHO peaKasl IPUOHHAas 00JIe3Hb C ayTOCOMHO-
JTOMMHAHTHBIM TUIIOM HacjenoBaHus. Ha mpakTuke Ta-
KOI TUII HACJEIOBAaHMUSI O3HAYAET, YTO Y HOCHUTEJISI 3TOTO
MAaTOJOTMYECKOro TeHa 00s3aTeIbHO (paHO WX MO3IHO)
MPOSIBUTCSI JaHHOE 3a00JieBaHUE, HO CTEIICHb BhIPAXKEH-
HOCTHU 00JIE3HU MOXKET ObITh Pa3IMUHOM. BhIAEISIOT YeThIpe
craguu 3a00J1eBaHMSI.

IlepBast cragus OJUTCS OKOJIO YETBIPEX MECSILIECB.
Ee ocHOBHOI nmpH3HaK — Iporpeccupymias 6ec-
coHHMLIa. Ha BTOpoO#i cTamuu, MislIeiicss MPpUMEPHO
NITh MECSLEeB, IPUCOCIUHSIIOTCS TaJUIIOLMUHALIUNA U
TPEBOXHO-ACIIPECCUBHBIN CUHAPOM. TpeThs cTaaus
XapaKTepu3yeTcs MOJIHBIM OTCYTCTBUEM CHa, 3aT€M 110~
CTENEHHO HApacTaloT IPU3HAKK JeMEeHIMU (YeTBepTast
ctagus). [IpumepHo dyepes moaronga 60JabHbIE TOTUOAIOT
OT UCTOLICHMS U/UIN UHTEPKYPPEHTHBIX BOCTIAIUTEIIb-
HBIX 3a00JIEBAHMIA.

Bce MHOrOUYMCIeHHBIE MIPOSIBICHUS 3TOI 00Ie3HU 00-
YCJIOBJIEHBI AUCTPOPUIECCKUMU U3MEHEHUSIMU TaJlaMyca —
CHIXeHUEeM 3G (PeKTUBHOCTY ITPOBEACHUST UMITYJICOB Uepe3
TajlaMyc, HapyllleHUeM LIUPKAIHBIX PUTMOB, BJIUSIOLINX HA
KPOBSIHOE JaBJICHKE, YACTOTY CEPACUHBIX COKPALLIEHMIA, TeM-
repaTypy Teja U FTOPMOHAJIbHBIC PUTMbI, CHUXKEHUEM IIopora
60JIeBOI UYBCTBUTEJIBHOCTU U peIeKTOPHON aKTUBHOCTH,
pa3BUTHEM CJIA00YMUS.

Aa6opaTtopHas AMArHOCTUKA
NPUOHHbIX GOAE3HEN

1. Jl;1s1 BBISIBJIEHUSI BO30OyaUTEIei MIPUOHHBIX OOJIe3HEN
B HacTosInee BpeMsl pa3paboTaHO HECKOJIbKO METOIMK,
B TOM YHCJIe TUCTOJIOTMYECKAsl M TUCTOXMMUYecKas. Ma-
TepUaioM ISl MCCIIEOBAHUS CIIy>XaT TMCTOJIOTMYeCKUe
Mpenaparbl U3 OMONTATOB IOJOBHOTO MO3ra, B KOTOPBIX

BBISIBJISTIOT aCTPOLIMTO3, TYOKOOOpa3HbIe NU3MEHEHMSI U OT-
CYTCTBUE MHGUIBTPATUBHBIX BOCIAIUTEIBHBIX PEaKIINiA.
[Tpy rUCTOXMMUYECKOM MCCIIEIOBAHUU MUKPOIIPETIapaToB
13 6uonTara Mo3ra 00s13aTeJIbHO HAJTMIMe B HUX aMUJTOMI -
HBIX OTJIOXeHu [27].

2. MccnenoBaHre CIMHHOMO3TOBOM KUIKOCTH C LIETbIO
BBISIBJIEHUSI B Hell OeJTKOBBIX MapKePOB BO30YIUTEIEH ITPH -
OHHBIX 3a00JIeBaHUIl C TTOMOIIBIO METOa UMMYHOOJIOT-
THUHTa 1 MeToma «realtime quaking-induced conversion»
ITLIP [27, 28].

3. [eneTnyeckuit aHaaIM3 MPUOHHOTO reHa [29].

NMPOoPUAAKTUKA 3APAaXKEHUS
NPUOHHBLIMU GOAE3HIMU

AMUHOKHMCIJIOTHAs MOCJEA0BaTeIbHOCTh HOPMaJIbHO-
ro KJIeTouyHoro 6enka PrP y pasHbIX BuUIOB MJIeKOIUTAIO-
LIMX Y YeJIOBEKA MOYTU HE pa3nyvaeTcs, YTO YKa3blBaeT
Ha BO3MOXHOCTb epelaur MPUOHHBIX 3a00JIeBaHUI OT
JKUBOTHBIX K JIIOASM, B TOM UYMCJIe Yepe3 3apaxeHHOoe
Ms$ICO, HO BEpOSITHOCTD Nepeaun 3TUX 00J1e3Hel ueaoBe-
Ky KpallHe HM3Ka, TaK KaK BO MHOTUX CTpaHaX BBOJSITCS
MeEPHI 10 TIPEIyNPEXISHUIO MTOTeHI[MATbHONH OTTACHOCTU
3apaxXeHus uepes3 MPOAYKThI MUTaHus1. MexXTyHapoaHbIi
300CaHUTAPHBIN KOAEKC 3alpeliaeT He TOJbKO UMIOPT
KOCTHOW MYKM, HO U BBO3 SMOPUOHOB U CIIEpPMBbI TLJIE-
MEHHOTO CKOTa M3 CTpaH pucka (XoTs, M0 HEKOTOPbIM
NIaHHBIM, TPUOHHAsI UH(EKIMSI HE MOXET MepeaaBaThCs
yepe3s criepmy). Bo Bcex cTpaHax ¢ puckoM pacrnpocTpa-
HEHUSI IPUOHHBIX 32001€BaHUI CYIIECTBYET 3aMpeT Ha
MPOU3BOACTBO KOCTHOU MYyKU U3 3apaKeHHBIX KUBOTHBIX
U UCHOJb30BaHUE CyOnmpoaykToB. B AHriuu, Kkpome
TOTO, UCCJIEYETCSI MO3T BCETO pOraToro ckota. Moyioko
cuMTaeTcs 0€30MacHbIM, XOTS B MOCeIHEe BpeMs CTalu
MOSIBASITHCS COOOIIEHUS, OyATO yoTpebieHue MoJioka
TOXE MOXET UMETh TMevaabHbIe MOCIEICTBUS.

Ha ceroansiiiHui 1eHb M3BECTHO HECKOJIBKO My Tel Mpo-
HUKHOBEHUSI TATOTEHHOTO MPMOHA B OPraHU3M 4ejioBeKa:
UHTpalepeOpaIbHblli, UHTPABEHO3HbBIN, NHTpAaNIepUTOHE-
JIbHbIN, MOAKOXHBIN, TTIEPOPaTbHbINA.

Jns o6e3BpexXMBaHUSI MHCTPYMEHTOB U OOBEKTOB
OKpYyXalolllei cpejibl peKOMEHIYIOTCS aBTOKJIaBUPOBaHUE
(134°C — 18 MunyT; 121 °C — 1 9ac), cxkxuraHue momo3pu-
TEJIbHOTO OMOJIOTMYECKOro MaTepuralia, JOTOJIHUTEIbHAs
00paboTka oTOenuBaTeIeM U OJHOHOPMAIbHBIM PacTBO-
pom NaOH B Tteuenue yaca. Hecnenuduyeckas npodu-
JIaKTUKa BKJIIOYAeT OrpaHWYEHUs] Ha UCIIOJIb30BaHUE Jie-
KapCTBEHHbIX MPENapaToB XKMBOTHOTO MPOUCXOKIEHUs 0e3
MX COOTBETCTBYIOIIIEH 00pabOTKY 1 3aIpeT Ha TPUMEHEHUE
FOPMOHOB TUTO(U3a XUBOTHOTO MpoucxoxaeHus. Orpa-
HUYMBAIOT TaKXe TPAHCIUIAHTAILIMIO TBEPJAOW MO3rOBO
000109k 1 poroBullsl. [1pu padore ¢ OGMOIOrMUYeCKUMU
KUIKOCTSIMU OOJIbHBIX UCTIOJIBb3YIOT PE3MHOBbBIE MEPUYATKU.

Ocoboe MecTo 3aHMMAIOT TaK Ha3blBaeMble OMoOMpe-
rnapatbl, KOTOpbIE MOJIyYalOT OT Pa3JIUYHbIX XUBOTHBIX.
[Ipexne Bcero ciemyer oopamniaTh BHUMaHUE Ha pa3Mep
BXOJSIIIIMX B COCTaB OMOTPErNnapaToB OEJIKOBBIX MOJIEKYJT,
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TaK KakK pa3Mep IIpuoHoB KoJiebercs ot 33 mo 35 x/1 [4].
[ToaTomy Bce mpemnaparsl, cofepKaline 6eJIKOBbIE MOJIEKY-
JIBI MEHBIIIE 3TUX Pa3MePOB, He TIPEICTABIISTIOT OMTACHOCTHU
B KavyeCcTBe MCTOYHMKA 3apakeHus. B 4yacTHOCTH, TaKoii
IIMPOKO pacIpOCTpaHEeHHBIN Tpernapar, Kak AKTOBETMH,
MOJTy4aeMblil U3 KPOBU MOJIO/IBIX TEJISAT U TTOABEPratonii-
cs1 06paboTKe C MOJYyYeHUEM TENTUI0B C MOJIEKYJISIPHOM
Maccoli He 6ostee 5 K], eCTeCTBEHHO, HE MOXET COIepKaTh
MHGEKIMOHHBI MPUOHHBINW areHT. AKTOBETUH Tpe-
craBiisieT co00il AeNPOTEMHU3UPOBAHHBIN alTMPOTEHHbII
1 HEMMMYHOTEHHBI TeMoAuanu3ar Tejssubeit Kposu. OH
TOTOBUTCS MOCPEACTBOM HECKOJbKUX CTYMEHEH yabTpa-
bunsrpanuu. Ha mepBoM 3Tare mcnosb3yeTcsl mopor B
5 k1, moce yero nMpoBOASATCS BaKyyMHasl TUCTUJUISLIUS,
yIajeHue Mpelunurara myreM (GuibTpaluy 4epes Mmopbl
nnameTpom 0,45 mxm u moBenenue pH mo 6,8. TTocre
9TOTrO MOJYYEHHBIN MPOAYKT (PUIBTPYETCSI B CTEPUITBHBIX
yeaoBusix yepe3 pusbTpel ¢ mopamu 0,2 u 0,45 MKM U BbI-
nepxuBaetcs pu t 2—6 °C He MeHee 14 CyTOK, TIOCJIe 4eTo
cHoBa noaBepraercs huiisTpaiuu (0,45 MKM) 1 TOBEACHUIO
pH 1o 6,8. IMocne nmocaenyrommx koppekunit pH mpoaykT
cHoBa ¢uibrpyetcs (7 u 0,2 MKM) U moiBepraeTcs ele
ofiHoi#1 ynsrpaduisTpaiuu ¢ moporom 10 k1 u dunsrpanmmn
B CTEPUJIbHBIX YCIOBUSIX Yepe3 GuabTpbl ¢ mopamu 0,2 u
0,45 mxMm. [Toce etie oqHOM BBIAEPKKH (HEe MeHee 56 CyTOK
nipu 2—6 °C) TOTOBBII TPOIYKT OTHESAIOT (DUIbTpaliueit
(0,45 MKM) 1 pa3BOSIT 10 HOMUHAJIbHOW KOHLIEHTpALIUU
200 mr/mut cyxoro Beca. [lenporeMHU3alMs 3aBepIIaAeTCs
bunsrpaumeit uepes GuabTpsl ¢ mopamu 0,2 u 0,45 MKM B
CTEPUJIBHBIX YCIIOBUSIX.

AHanu3 roToBOro Ipernapara mokasblBaeT, YTO OH TpeJi-
cTaBiisieT co00i cMech MPUPOIHBIX BEIECTB, KaK HEOp-
TFAaHWYECKUX — DBJIEKTPOJIMTOB (XJIOPU/IbI, HATPUIA, KaIuid,
KaJblUi, MarHui, COeIMHEHUs a30Ta), TaK U OpraHuve-
ckux (IJIIOKO3a, alleTar, JJakKTaT, aMUHOKHUCIIOThI, TIETITHIbI,
HYKJICO3UIbl, TIIMKOCHUHTOJUITUIbI, IPYTUE TTPOTYKThI
MeTtabonusma). [Tockosbky Oenku ynamsitores u3 aehuodpu-
HUPOBAHHOI KPOBM IMpH yJisTpaduisTpanyu (mopor — 5 /1),
a71eKTpodope3 B MOJIMAKPUIAMUAIHOM rejie He 00HApYXKHBaeT
B HEM CJIe/IoB OesKa.

CrienoBaTesibHO, TIPU PEIIeHUH BOIPOCa O BO3MOXKHOI
OIMaCHOCTHU MPUMEHEHMSI TOrO WM MHOTO OuorpenapaTa
clieyeT TMpexae Bcero oopamiaTb BHUMaHUE Ha MOJIEKY-
JISIPHBIE XapaKTEPUCTUKHU BXOASIINX B €T0 COCTAaB areHTOB U
MeTOIbl 00pabOTKM HATUBHOTO MaTepuasa, oCIyKUBIIETO
OCHOBOI1 [T €T0 CO3MaHusI.
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MiH3a0poBCOLPO3BUTKY Pocii, M. MockBa

BIOMPEMAPATU i MPIOHHI XBOPOBMU:
Y MOXAUBUM ETIOAOTIYHUI 3B’930K?

Pesiome. B oruisizi stitepatypu BitoGpaxkeHi cydacHi faHi 3apyoix-
HUX TOCJiIHUKIB PO MPUPOY i Oi0JOTiUHI BIACTUBOCTI MPIOHHUX
OILIKiB, Mpo iX KOHGOpPMaLliitHi pisHOBUIM. HaBeneHo BitoMocTi rpo
POJIb KIITUHHHOTO ITPiIOHHOTO GiJiKa y (DYHKIIIOHYBAaHHI Pi3HUX TKAHUH
i cHCTeM OpraHi3My, IUISIXY iH(hiKyBaHHS aHOMaJIbHUMU i30(hopMa-
MM TpioHiB. OnrcaHo MaToMopdOIOTiuHi 3MiHM i KITiHIYHI TPOSIBU
MPiOHHUX 3aXBOPIOBaHb JIOAWHU, JaHa iX cyJacHa Kiacudikarris.
JlokyagHo omucaHi crmocoou MpodilakKTUKU Ta 3aro0iraHHs mo-
LIMPEHHIO TIPIOHHUX XBOPOO, a TAKOXK Cy4aCHi METOAM JTaOOpaTOPHOL
JiarHOCTUKU. JlaHO OIIiHKY MMOBIPHOCTI 3apaXe€HHsI B pe3yJbTaTi
3aCTOCYBAaHHSI TOTO YU iHIIOTO Oiompenapaty 3aJeXXHO Bil Xapak-
TEPUCTUKU areHTIB, 1110 BXOSTh 10 MOTO CKJIay, i MeTomy 0OpoOKM
HaTUBHOTO MaTepiaJty, 10 TOCTY>KUB OCHOBOIO JIJIsI HOTO CTBOPEHHSI.

KirouoBi cioBa: mpioHu, KIiTUHHI TIpiOHHI OUIKH, i30(bopMu
MpioHIB OiliKa, MeXaHi3M yTBOpeHHsI KOHMOpMaIiiHuX i30(hopM
MpioHiB OiKa, IPiOHHI 3aXBOPIOBaHHSI, Giolpenaparty, J1abopaTopHa
JiarHOCTHKA.
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BIOLOGICAL PREPARATIONS AND PRION DISEASES:
WHETHER ETIOLOGICAL KELATION IS POSSIBLE?

Summary. The literature review reflects the current data of for-
eign researchers on the nature and biological properties of the prion
proteins, their conformational variations. Information about the
role of cellular prion protein in the functioning of various tissues and
body systems, and ways of infection by abnormal prion isoforms is
presented. Pathological changes and clinical manifestations of prion
diseases in humans are described; current classification of prion dis-
eases is presented. Measures for prophylaxis and prevention of prion
diseases’ extension as well as modern methods of laboratory diagnosis
are described in detail. The probability of infection through the use
of a biological preparation, depending on the characteristics of its
constituent agents and the processing method of the native material,
which served as the basis for its creation, is estimated.

Key words: prions, cellular prion proteins, prion protein isoforms,
mechanism of conformational conversion of the prion protein into
isoform, prion diseases, biological preparations, laboratory diagnostics.
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