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Pe3wome. B o2na0i sucsimnero icmopito 8ioxkpumms npiouis. /lano
302ANbHY XapaKmepucmuxy iH@QexyiuHux ma HeiH@exyiuHux
NPIOHIB,BKA3AHO KNIHIYHI NPOAGU 3aXE0PI0GAHb, U0 NPOGOKYIOMbCA

namonociyHumu npionamu. Taxookc guceimnioemscsa nomenyiuna
Hebe3nKka NPIoHIe Y MeOUUHI ma (apMaKono2iunii 2any3sx.

V 1982 potii amepukaHChKHiT MONIEKY SIpHU 6i0-
Jior, pocpecop Crenni [Ipro3unHep 3poOUB BiAKPUTTS
HOBOTO TUITy iH()EKLIHHMX areHTiB - MPiOHiB, 1O CTa-
JIO OJTHUM 3 BUJATHUX HAyKOBUX JOCSITHEHb XX CTO-
piuus. 3a ue BiAKpUTTS BiH oTpuMaB HobeniBcbky
npeMiro B raty3i gizionorii Ta Meauuunu [4,5,8].

Lle BiAKPUTTS 3amovyaTrkyBajio HOBY €py poO3-
BUTKY MiKpo0ioJiorii, 6i010rii i MEAULMHH, OCKIJIbKH
BUSIBJICHUH MPUHLUIIOBO HOBUI THUM 1HPEKLIHHUX
3aXBOPIOBAHb, IKMH BiIPI3HAETHCS CBOEIO IPUPOIOIO
BUHUKHEHHS 1 pO3BUTKY. 3a CTYNeHEeM CKJIaJHOCTI
CBOE€T Oy/I0BUY MPIOHU HAJIEXKATh O HAMMPOCTILINX 3
BIJIOMHX Ha CbOTOJIHI iH(pEKILIIHHUX areHTiIB, y 3B'A3KY
3 HEBIJBOPOTHOIO JIETAITBHICTIO CITPUYUHEHNX HUMH
3aXBOPIOBaHb i BiICYTHICTIO €()eKTUBHOTO JIiKyBa-
HHs1. Po3poOka nepcrnekTMBHUX METOMIB (apMako-
Tepanii NpiOHOBHUX XBOPOO cTasia OTHUM 3 HAUIpor-
PECHBHIILIMX HAMPSMKIB Y TEOPETHUUHIH Ta eKcrepH-
MeHTaJbHil (hapmakosorii [6,7].

[lpionu (Bim anmi. proteinaceous infectious par-
ticles - OiIKOBI 3apa3Hi HACTUHKH) - OCOOJIIMBHI KJ1ac
iH(peKUiHMX areHTiB, YMCTO OINKOBUX (TOOTO TaKHX,
10 HE MICTATh HyKJIETHOBUX KHCIIOT), 0 BUKJIH-
KaloTh TSDKKi 3aXBOPIOBAHHS LIGHTPAIbHOI HEPBOBOT
CHCTEMH B JItofieH i psiAy BUILMX TBapHH (T.3B. "MO-
BiJIBbHI iH(DeKIiT"), SKi BIAPI3ZHAIOTHCS Bijl 3BUMaHHUX
O1NKiB MPOCTOPOBOIO CTPYKTYpoto [1,2,3].

OnHUM i3 MepLIMX IeTaTbHO OXapaKTepU30BaHUX
npioHHHUX Oiykie ctaB PrP (Big anr. prion-related-
protein abo protease-resistant-protein). Bigomo,
npotein-npion (PrP) icuye B nBox dopmax. [lepina -
y BUINIAZI HOpMaITbHOT, HeiH(eKuiiHoT popmu "310-
poBiit" - PrP¢, sy BiH Mae B HOpMaJIbHUX KJTITHHAX
(C- Bin auni. Cellular - "kiTHHUIA"), B siKili IepeBa-
XKaroTe anbda-cripaii. KnitnHHMIA npoTeiH-nipioH
(PrPc) 3ycTpivaeTbcst y TOJIOBHOMY MO3KY SIK B HOP-
Mi, Tak i B iH(ikoBaHUX XBopuX. [pyra - y iH]pek-
wiiHii popmi, i3opopmi, "matosoriyniii" - PrPSe, Bnac-
He TpioHHiH (Big Scrapie -xBOpoOU OBellb), HAKO-
MUYYETHCS B TOJIOBHOMY MO3KY TiJIbKH Y XBOPHX JTHO-
Jielt 1 TBapuH, JIJ1s1 IKOT XapaKTepHa HasBHICTh BEJIHU-
KO KUTbKOCTI GeTa-TskiB [9,10].

[HdekuiiiHuii 6710k Mae aHOMaJIbHY TPUBUMIPHY

CTPYKTYpY i 3IaTHUI NPSIMO KaTajizyBaTH CTPYK-
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TypHE NEPETBOPEHHS TOMOJIOTIYHOTO HOMY HOp-
MaJIbHOTO KIIITUHHOTO Oij1ka B co6i noniOHuii (mpioH-
HUI), IPUETHYIOUUCH A0 OiKa-MillleHi 1 3MiHIOI0UH
fioro koH(opmauito. Sk nmpaBusio, MPiOHHMIA cTaH Ol
Ka XapaKTepH3yeThCs MEPEX0ooM a-cripalieit Oiika
B [-ckianuaricts [3,11,12].

[Ipu moTparuisiHHi B 310pOBY KJIiTHHY, PrP% ka-
Tanizye nepexin kitnHHoro PrPC y npionny koHdop-
Manito. HakonuueHHst npioHHOro Gijlka CynpoBo-
JKYETBCS HOTO arperatielo, yTBOpEeHHSIM BUCOKOBITO-
psnkoBaHux ¢Gidpui (aminoimy), o 3peToro Mpu3-
BOJUTH 110 3arubesi kiitrau. [IpioHH, 10 BUBLIb-
HUWJTUCS, BUSIBIIIIOTHCS 30aTHUMH MTPOHUKATH B CY-
CIZTHI KJIITUHH, TaKOXK BUKJIMKAIOUH iX 3apaKeHHS |
3arubens [6,13].

Jlo xiHLg MeXaHi3M CIIOHTAHHOTO BUHUKHEHHS
npioHHMX iH(eKil He 3'sicoBaHuii. BBakaeTbes (ase
i€ He MOBHICTIO JOBEAEHO), IO MPiOHU yTBO-
PIOIOTBCS B pe3YJIbTaTi NOMUJIOK Y O10CHHTE31 OLJIKIB.
MyTauii reHiB, 110 KoAyI0Th npioHHUH Oinok (PrP),
MOMMUJIKU TPAHCJALI1, MPOLECH MPOTe0li3y - BBa-
JKAIOThCS TOJJOBHUMH KaHIMJATaMU Ha MeXaHi3M
BHHHMKHEHHSI MPIOHiB.

€ naHi, fKi 1ar0Th MiJICTaBU BBAXKATH, 1O MPIOHU
€ He TUTbKM iH(eKUiiHMMU areHTamMu, aje it MaloTh
¢yHkuUil B HopManeHUX Oionpouecax. Tak, Han-
pUKIaz, icHYye rinoresa, 110 Yepe3 MpioHH 31ikc-
HIOETBHCS MEXaHi3M F'eHETHYHO 3YMOBJIEHOTO CTO-
XaCTUYHOTO cTapinHs [2,13,14].

Ponb HopManbHoro npotein-rpiona (PrP) y 3x0-
POBUX IHAMBIIYYMIB Iile 10 KiHls HeBigoMma. [Ipion-
NpOoTeiH HEOOXiAHMIT AJ11 HOpMaJIbHOT CHHANTUYHOT
¢ynkuii. [TpunyckaeTbes, 1o npioHu OepyTh y4acTb
y MiXKKJTITHHHOMY PO3Mi3HaBaHHI i KIITHHHIHN ak-
THBatlii. JlexTo BBaxkae, 1110 iXHBOIO (PYHKIIIEIO € TIPHT-
HiYEeHHsI BIKOBHX MPOLIECIB, 1 TOMY MPiOHOBI XBOPOOH
NoAiOHi 3a CBOIMH KITIHIYHUMH Ta MOP(OIOTIHHUMH
XapaKTEPUCTUKAMH 3 TEPOHTOJIOTIYHUMH 3aXBO-
proBaHHsMH [15].

[Ipionu qyse cTiiiki 70 pizHUX Pi3UKO-XIMIYHUX
BIUIMBIB, Y TOMY YHCJTi IO 3BUMalHUX METOIB J€31H-
dexuii. lonizytoue, ynsrpadionerope abo MiKpOXBH-
JbOBE BUMPOMIHIOBAHHS Ha HUX MPAKTUYHO HE Ai€.
Hesindekirilini 3acobu, Mo 3a3BUYail BUKOPUC-



Haykosi ornaau

TOBYIOTBHCSl B MEAMYHIN MPAKTUILi, AIOTh HA HUX
nvLe ayke ooOMmexeHo. HaBiTh npu aBTOKIIaBy BaHHI
npu 134 °C nmpotsarom 18 XB. HEMOXKIIMBO AOCATTH
TIOBHOT'O PYHHYBaHHsI TPIOHIB, i MPIOHN "BU>KUBAIOTH"
y opmMi, 31aTHIl BUKITUKATH 3apakeHHs1. CTilKiCTh
JI0O BUCOKHX TeMIIepaTyp 3pocTae ie Oublie, K0
NPiOHU 3aCOXHYTh Ha MOBEPXHi MeTaly abo ckia,
a0o SIKIIO 3pa3Ky Mepes] aBTOKJIaBy BAHHIM OYJIH Mifl-
naHi aii popmaneaeriny. [Ipionu criliki mpy kKUm'sTiHHI
npotsrom 30-60 XB, BUCYLIYBaHHi - 10 2 POKiB, 3a-
MOPO>KYBaHHi - y 3 pa3u Oijiblie, HiX BiIOMi BipycH,
a TaKoXK CTiMKi MpH XiMivHiil 00poOui cnupTamu,
dopmanbaeriioM, kucaoramu. Takoxk MpioHH MposiB-
JSOTH CTiHKicTh npu Y®-onpoMiHeHHi, ramMmma-
BUIPOMiHIOBaHHI, rifipoizi pepmentamu. HamiiiHo ix
JKBiAYIOTh Ae3UH(DIKYIOUi peaKTHBH - CUIIbHI OKHC-
HIOBaui, SIKi PyHHIBHO JiFOTh HA MPOTETHH, IO CTiHKi
JI0 BUCOKHX TeMrieparyp. HaliedekTuBHIlLIMiT BIUTHB
BUSIBJIIETBCS B 032X, 110 ACHATYPYIOTh PAKTHUHO
BCi OinkM. [HaKIIe Ka)XKy4H, 3 yCbOT0 KUBOTI'O TIPIOH
ruHe octaHHiM [11,12,13].

JlronrHa MosKe 3apa3uTUCS MPIOHAMH, IO Mic-
TATbCS B 1Ki, TaK K BOHU He pyHHYIOThCA (ep-
MEHTaMHM TPaBHOTO TPakTy. be3nepekoqHo MpoHu-
Karouu 4Yepes CTIHKY TOHKOTO KMILIEYHHWKY, BOHH, B
KIHLEBOMY pe3yJIbTari, MOTParuIsioTh Y LIEHTPaIbHY
HEpPBOBY cUcTeMy. Tak MepeHOCUThCSl HOBHIA BapiaHT
xBopoOu Kpeiitudensara-Akoda, skoro jronu 3apa-
JKAIOTHCS MiCHs B)KMBAaHHS B TKY SJTOBUYMHH, L0
MICTHTh HEPBOBY TKaHKHY 3 TOJIiB Xy/100H, XBOpOT Ha
ryouacty eHuedaonariro BeJIMKOi poraroi Xynoou
[12,13,14,15].

€ naHi, 110 JPKEPEIOM PO3MOBCIOKEHHS MO-
KyTb OyTH CTOMATOJIOTiUHI Ta iHIIi MEAWYHI Mpo-
Le/ypH, MOB'A3aHi 3 MoNailaHHsIM NPIOHIB y KPOB'siHE
pycio.

[Tix migo3py moTpanuB Takox JEUUTHH TBapH-
HHOTO MOXOJKEHHS, 1[0 BUKJIUKAIO CKOPOUEHHS
3aCTOCYBaHHS HOTO B (hapMaKoorivyHiid MpoMHCIIO-
BOCTI, | BUTICHEHHS POCJIMHHUM (B OCHOBHOMY CO€-
BUM ) JISLUTHHOM.

YV BenukoOpuTaHii 3 LIMX MPUYHH BKe BUKOPUCTO-
BYIOTBCSl OJJHOPA30Bi XipypriuHi iIHCTpYMEHTH IS
ToH3unekToMii [13].

Hyxe BaJIMBUI acmlekT, MOB's3aHUN i3 emi-
JeMioJIorieto npioHoBHX iH(eKLii - ne Oe3mneka rpym
PHU3HKY, AKi Tak a0o iHaKIle CTUKAIOThCS i3 3apa-
JKEHUM MaTepiaioM TBapHH ab0 XBOPUMH JIIOAbMHU.
Jo uiei rpynu HanexaTh BeTepUHApHI 1 MEIUYHI
Xipypr, NaTojloroaHaTOMH, BeTCaHEKCIIePTH, TpaLliB-
HHUKH M'siconepepoOHOT MPOMHUCIIOBOCTI Ta AesIKi iHIIi
Kareropii ocib, siKi KOHTaKTYIOTh 3 MOTEHLITHO MOX-
JIMBUMHU JpKepesiaMu iH(eKLiHHOro MpioHa.

Jlo TenepilHBOro Yacy BCTaHOBJICHO, 110 MPIOHHI
OiTKM BUKJIMKAIOTh 3aXBOPIOBAHHS Y JIIOAei Ta TBa-

puH. [IpioHOBI 3aXBOpIOBaHHS - LIe TEHETUYHO Ta
iH(peKUiiiHO 3yMOBIIeHa rpyna XpOHIYHUX, Mporpe-
Cylounx, (araJbHMX CHHAPOMIB, IO XapakTe-
PU3YIOThCS YPAKEHHSIM LIEHTPAJIBHOT HEPBOBOT CHC-
TeMH, M'130BOT, TiM(OITHOT Ta, IMOBIPHO, 1HIIIMX TKa-
HUH. [[pU4rHOI0 UUX CUHAPOMIB € pi3HOMAaHITHI
naroJioriuHi izoopmu npioHis [11,12,13,16,17].

Tak Hampuknapn, npioHHa xBopoba Kpe#Tu-
¢denpaa-SAxoda (XKA) € migrocrpa enuedanonaris,
sIKa XapaKTepU3yEThCs MOBIILHOIO MPOTPeCyIOUolo
3arubesnto HelpoHiB. XBopoOa BUSBISETHCS B
OCHOBHOMY B JJOPOCJIMX 1 XapaKTePHU3YETHCS BUI-
KUM PO3BUTKOM JE€MeHLIT, 110 CyNMPOBOMXKYETHCS
nipamifalbHUMU Ta eKCTpanipamMizaabHUMU CHUMII-
ToMaMHU. 3aXBOPIOBAHHS € CIIOPAANYHUM i 3yCTpi-
yaeTbes 3 yactoroto 1:1000000; pimwme 3ycTpi-
4alThCSA POJMHHI Ta ATPOTCHHI BUMAIKH 3aXBO-
proBanHs. Y 1968 porii Oyna moBeeHa TpaHCMICHBHA
(indexuiitna) npupoaa uiei Heayry B npuMaris. [ia-
Ma30H TPUBAJIOCTI Mepediry Helyry KOJTMBAETHCS Bijl
JISKIJIbKOX THXKHIB JIO BOCbMH POKiB. OJJHaK cepeHs
TPUBATICTH )KUTTS Bi/l MOYATKY XBOPOOH - LIICTh Mi-
CALIB.

XBopoba Kypy - HalTUIOBILIMI MPUKIIa] TpaHC-
MiCHBHHMX TIPIOHOBHX 3aXBOpIOBaHb JtoguHu. Lle
HEBPOJIOTIYHE 3aXBOPIOBAHHS 3yCTPIUa€ThCs BUHSAT-
KOBO CepeJ] MEIIKAHIIIB MJIEMEH ripchbKOT MiCIIEBOCTI
Okarna i ®opec (octpora [lamya-Hora ['Binest), ski
BiAPI3HSAIOTHCS OJU3BKOPOAMHHUMH 3B'SI3KaMH, Ce-
pel SIKUX 10 HelloJlaBHA ICHYBaB pPUTyasl KaHi-
Oamizmy. HaliiMmoBipHilla rinoresa BiTHOCHO MOXO/I-
ykeHHs 1 mowupeHHs Kypy cepen i301boBaHUX Tie-
meH Horoi I'BiHei nonsrae B Tomy, 1110 11€ 3aXBOPHO-
BaHHSI TIOYAJIOCS CTIOHTAHHO B O/IHOTO TMPEe/ICTABHHUKA
TUIEMEH sIK BUMajok criopaanunoi XKJ1, a micsis 1po-
r'o TPAHCMIiCHBHO MepeJaiocs iHIIUM YIeHaM Tuie-
MEHi B 3B'SI3KYy 3 PUTYaJIbHUM KaHiOamizMoMm.

3 MOMEHTY MepuIoro ONMcaHHs Liei XBOpoOH
[atinymekom i 3uracoM y 1957 potti 10 choroaHi
Big xBopobu Kypy 3arunyno nonaza 2500 nroneit
(maibke 10 % nomynsiii AeIKUX cesui), HOPIYHO
Bmupano 6ina 200 moneit. Ii Tpancwmicis 3nikic-
HIOBaJacs Mijl Yac pUTYalIbHOTO 00ps Iy KaHi0asi3my,
MOB'I3aHOTO 3 PO34WJICHYBaHHSAM 1 3'iJaHHSAM TPYIIiB.
XBopoOa (pakTUHYHO 3HUKJIA 3 TPUIMHMHEHHSIM pH-
TyalbHOTO KaHi0anizmy.

Cunnpom ['epctmana-Crpaycciepa-Illefinkepa -
BUHSTKOBO pifiKicHe pOJUHHE 3aXBOPIOBAaHHS, LIO
nepegacTbes 3a aBTOCOMHO-JOMIHAHTHUM THIIOM.
Bono Oyrno Brepiue onurcane B 1936 poui. Cioyarky
BBaYKaJTH, L0 LIe 3aXBOPIOBAHHS POAMHHE, aJle Terep
BiJloOMa Takok criopaauuHa ¢opma. Lleit cunapom
3ycTpivaerbes B ocib y Biui 40-50 pokiB i xapak-
TEPU3YETHCS, TOIOBHUM YHHOM, MO304KOBOIO aTak-
ciero, po3jajaMHu KOBTaHHS i (oHaLlil, JeMEHIIiEr
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npoTsirom Big 6 1o 10 pokis (cepeaHs TpUBATICTb
XBOPOOHW cTaHOBUTH 50 MicALiB), Micis YOro HacTae
CMEpTh.

MopdosoriuHi 3MiHH MTPU LILOMY CUHAPOMi aHa-
JIOTiYHi 31 3BUUAaiHUMU TPAHCMICUBHUMHU TIiATrOCT-
PYMH CITOHTi(OPMHUMHU eHLedanonaTisiMi. Xapak-
TEPHOIO HOT0 PUCOIO € HASIBHICTh BEJIMKOT KUTbKOCTI
KOHLIEHTPUYHUX aMiJIOITHUX MJIACTHH, SIKi BUSB-
JISIFOTHCS YacTillle B MOJIEKYJISIPHOMY Lapi KOpH MO-
304Ka, aJ1e X TAKO)K MOYKHA BUSBUTH i B KOPi MO3KY.
IMyHOMO3UTHBHI OJSIIKKA MOXKYTh OyTH BEJIMYUHOIO
Bix 150 no 500 mikpoH y niameTpi.

®daranbHe poarHHE OS3COHHS - 1€ CMaJIKOBO 3Y-
MOBJICHa, HeBUJTIKOBHA TTPiIOHOBA XBOP00a, 1110 OyJia
onucaHa Bcboro 30 pokie Hazaz, B 1986 poii. 3yct-
pivaeTbes myke piako. Mae aBTOCOMHO-JIOMiHAHT-
HUI THN yCMaJKyBaHHs, TOOTO ypakatoThCsl OOU/IBi
cTati 1 BifgCyTHI HOCIT. SIKIIO JroAHA Ma€ maro-
JIOTiYHUH TeH, TO 3aXBOPIOBAHHS 00OB'SI3KOBO PO3BH-
BAETHCS, OJTHAK CTYMiHb HOTO BUPAXKEHOCTI MOXKeE
3Ha4YHO BapilOBaTH.

[Tpu datanbHOMY poAMHHOMY OE3COHHI ypa-
JKAETBCS TANaMyc, KU € KOMyHIKaTOpoM 3B'SI3KiB
Mi>K KOPOIO MiBKYJIb 1 TiJIOM, 1O MPOIYCKAae CUTHAIH
B 0OMJIBOX HAIpsIMKaX y HeoOXiJIHi 30HU KOpH abo
YaCTHHHU Tina. BBaxkaeThcsl, 110 P 3aCUNaHHi 3HU-
KyeTbesl €(PeKTUBHICTh MPOBENEHHs IMITYJIbCIB
yepe3 Taniamyc. [Ipu ponuHHoMy (atanbHOMY Oe3-
COHHI BinOyBa€eThCs MOpPYLLEHHs Li€T (PYHKLIT, a TAKOK
MOPYLIYIOThCS iHLII LIMPKAIHI PUTMH, 11O BIUTUBAIOTh
Ha KPOB'SIHUI THCK, YACTOTY CEPLIEBUX CKOPOUEHbD,
TeMreparypy Tijla i FopMOHalIbHI pUTMH. BifgcyTHe
BUPOOJICHHS CITI3HOT PiAMHU, 3HUKYIOTbCsl 00JTbOBa
YYTIUBICTh 1 pedieKTOpHa aKTHBHICTb, PO3BH-
BAEThCS JIEMEHLisl, HA WIKipi iIHKOIK MOSBISIOTHCS
BucunanHd. [lopylieHHs: CHY MO)ke MPU3BECTH 10
FUTFOLUHALIN 1 KOMH.

XpoHiuHa Tporpecytoua eHledanonaris IuTs-
4oro Biky abo xBopoba AJibriepca € piIkicHO Xpo-
HIYHOIO Tporpecyouoto eHuedanonarieo, ska
MOEHYETHCS 3 YpaXKeHHSIM MeUiHKH, PO3BUBAETHCS B
JUTSYOMY Ta FOHAIbKOMY Billi (BiJ] HAPOHKEHHS 10
18 pokiB) i TpuBac B cepeagHboMy 8 micsuis (1o 1
poky). Takoxk onucaHi BUNaAKK, KOJIM 3aXBOPIOBAHHS
PO3BHBAJIOCS B PEHATAILHOMY MEPio/i, MPH LIbOMY
criocTepiraiucs BUpakeHa Mikpouedatis, 3aTpuMKa
BHYTPILIHBOYTPOOHOTO PO3BUTKY, aKiHe3is TUIony,
MIKpO - i peTpOrHaTisi, NOPYIIEHHS PyXJIMBOCTI CyT-
700iB. 3aXBOPIOBAHHS € CMAJKOBUM i Ma€ aBTOC-
OMHO-PELIECUBHUI TUIT ycnaAaKyBaHHs. Po3BUTOK
3aXBOPIOBAHHS B OiJIbII Mi3HBOMY MEPiOJi KUTTS
3ycTpidaeTbes ayxe pigko. KiiHiuHa kapTrHa Xapak-
TEPU3YETHCS CUIILHUM TOJIOBHUM 00JIeM, MOpYLIEeH-
HSIM 30pY, MHO)KHHHHUMH iHCYJIBTO-TIOAIOHUMH CTaHa-
MU (3 enigenTUHOPMHUMH MPUTIAAKAMHM), TIPOT-
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PECHBHOIO TIMOTOHIEI0, YpaXKeHHAM NeuiHKU (Xpo-
HIYHMIA TeNaTUT 3 BUXOJOM B LIUPO3), IHKOJIM PO3BH-
BAETHCS reMopariuHuii nankpearut. CmMepTh 37e-
OiNbIIOrO HAcTa€ B pe3ysIbTaTi Me4iHKOBOT Heloc-
TaTHOCTI.

["icTOI0r1YHO BUSABIISIETHCS CITOHT103, MOAI0OHMIA 3a
mopooriero 1o xBopobu Kpeiitudensaa-Akobda,
JucTpodiuHi 3MiHM HEHPOHIB 1 aCTPOIITiO3 KOPH MOTH-
JTUM4HOT 06J1acTi, CMYracToro Tijla, y HEBEJTUKOMY
CTYIIeHI - TIM'THOT 00J1acTi, CKJIEPO3 pOriB AMMOHa,
JucTpodivHi 3MiHM B 33JHIX CTOBIMAX CIIMHHOTO MO3-
Ky 1 HeBEJIMKe 3MEHILICHHS! KIJTbKOCTI KJTiThH [ lypKiHbe
B MO304KY. Y TIeUiHIli BUSIBJISIOTHCS MOIIUPEH] LICHT-
poJioOysIpHI HeKpo3u. XBopoba TpaHcMicuBHA. BoHa
Oyna BiATBOpEHa Ha XOM'SIKax MpPHU BHYTPILIHBO-
HepeOpaibHOMY BBE/IEHHi CyOCTpaTy, OTPUMaHOro
BiJI XBOpHX JiTeH.

CrioHrichopMHHUI MIO3UT 3 MTPiOH-acOL[iHOBAaHUMH
BKJIIOUeHHAMHU. Y 1993 poui B 3Ha4HIH Tpyni BIKOBUX
miomnariii Oyna 3BepHyTa yBara Ha oci0, ki cTpax-
JaNy Ha MiO3UT 3 HE3BMYAHHUMHM BKJIIOYEHHSMU -
Tinbusgmu. L{i 3aXBoproBaHHs HEPiAKO OMUCYIOTH SIK
nporpecyouy XBopoOy M'I30BOr0 BUCHAKEHHS B
JIiTHIX Jronei. Halyacrie Mio3UT 3 BKIIFOYEHHAMU
BUABIAETHCS Yy Billi Bix 50 1o 60 pokiB i crapuimx.
3axBOpIOBaHHS XapaKTepU3y€eThCs TIOBOJII MPOrpe-
CYIOUOIO CJIa0ICTIO, YaCTO CYNPOBOKYEThCS Miali-
Ti€ro, sika He POXOAUTh MpPH CTEePOiAHil Teparii. Y
NEeAKUX BUIAJAKaxX KJIiHIKa OauckaBuuHa. Bigomi i
CTOpauyHi, 1 pouHHI GopMH.

['icToNoriuyHO BUSIBIISIETHCS HEKPOTUYHA MioTIaTis
3 HasBHICTIO BakyoJib. Lli Bakyosni B 3aMOpOXKeHHX
3pi3ax MiCTAThH cHipaieBUAHI KOHIO(]ibHI HUTKH.
[Ipu enekTpoHHIH MIKPOCKOIIIT LI BaKyoJli € YiTKO
oOMexkeHi MacH aminoinonoaioHux ¢inamentis. Imy-
HOTiCTOXIMIYHO aMiJIOiIJHI MacH CKIIaJaloThCs 3
npion-niporeiniB PrP, Ab-nentuais i anoninonpoteiny
E. Kpim Toro, 1ii pe4OBHHHM BUSBIISIOTHCS B M'SI30BUX
BOJIOKHAX Y BHIJISAJ{i HUTKOTIOAIOHUX JAeNO3UTIiB. Y
JiTeparypi BUCIOBIIIOETCS MPUITYLLEHHS PO MOX-
JMBe iCHYBaHHS iHIIMX MPIOHOBUX 3aXBOPIOBAaHb
M'SI30BOT TKaHWUHH.

[Tatomopdosnoriuni 3MiHH. MaKpOCKOMiYHO B yciX
BUIAJIKaX MPIOHOBUX eHLeanonariii Bia3HaueHe He-
CYTTEBE 3MEHILIEHHS MacH TOJOBHOTO MO3KY, B
OKpPEeMHX CIOCTEPEeKEHHIX MaJjia Miclle MoMipHa
aTpodisi 3BUBHMH, TOJIOBHUM YMHOM B 0Ci0 i3 mpo-
JIOHrOBaHUM riepebirom 3axBoproBanHs [13,18,19].

MikpocKomni4HO MpioHOBa CMOHTiOpPMHA EHLIe-
(danonaTis XapaKTepU3y€eThbCsl HasIBHICTIO Oe3Jtiyi
OBaJIbHUX BaKyoJib (CMOHTi03) BiJ 1 10 50 MikpoH y
niameTpi B Oyab-sikoMy 1api kopu Mo3ky. Lle mo-
JKyTb OyTH OKpeMi Bakyosti abo rpynu, po3nofisieHi
Ha ninsHkd. Ha napadiHoBux 3pizax BakyoJii BHT-
JSAAI0Th ONTUYHO MOPOXKHIMH, OAHAK Y JESIKHX 3



Haykosi ornaau

HUX MpH 3a0apBiIeHHI reMaTOKCHUIIHOM i €03WHOM
HEpiIKo BUSBISAETbCS APiOHA 3epHUCTICTh. Bakyomi
MOJXKYTb 3JTUBaTHCS B MikpoLrcTH (200 MikpoH i Oinb-
ie), y pe3ysibTaTi 4oro iCTOTHO CHOTBOPHOETHCS
UTOAPXITEKTOHIKA KOpU. Y LUTOIUIa3Mi BETMKUX
HEMPOHIB KOPU TAKOXK MOXKE BUSIBIISATHUCS BaKyOJi-
3auis [14,20,21,22].

HesBakatouu Ha Te, L0 MPiOHOBi 3aXBOPIOBaHHS
€ PIAKICHUMHU aJie 3aIUIIAETbCS PU3MK BUHUKHEHHSI
"noBinbHUX" iH(EKLi 11 ronuHu. HeoOxinHo pos-
BUBATH BUKOPUCTAHHS B MEIULMHI OJHOPA30BOTO
iHCTpYMeHTapito MpH MpOBeIeHHI onepaLiiHuX BTpy-
YaHb, CKOPOYYBaTH BHKOPUCTaHHA B (hapmako-
JIOTIYHIN IPOMUCIIOBOCTI Hi0JI0TiIYHOTO MaTepiany,
SIKAI OTpUMaJTy Bifl TBAPHH.
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IMPUOHBbI. HOBAS OPA PABBUTUS
MUKPOBHNOJIOT'MH, BUOJIOT'U U MEAUTIIUHBI

A.B. Iymennan

Pe3tome. B 0630pe oTparkeHa NCTOPHS OTKPBITHSI TIPHOHOB.
Jlana o0mas xapakTepucTuka MHPEKIIMOHHBIX U HEMH(EK-
[MOHHBIX MPUOHOB, YKa3aHbl KIMHUYECKHE TPOSIBICHNS 3a00-
J€BaHWH, BBI3BIBAEMBIE MTATOJIOTHUECKUMH MpHoHaMu. Taroke
OCBEIIaeTCs MOTEHIMATBHAS OMTACHOCTH MPHOHOB B MEIUIIMHCKON
1 (hapMaKoIOrUIECKON OTpacIsX.

Kuarouesrbie caoBa: [Ipnonsl, nproHOBBIe WH(EKINH,
0eTKOBBIE 3apa3HbIC YACTUIIBI, MEATICHHBIE NH(EKINH.

PRIONS. NEW ERA OF THE DEVELOPMENT OF
MICROBIOLOGY, BIOLOGY AND MEDICINE

A.V.Gumenna

Abstract. The review covers the history of the discovery of
prions. The general characteristics of infectious and non-
infectious prions is given, the clinical manifestations of the
diseases provoked by abnormal prions are indicated too. The
potential prions'hasard in the medical and pharmaceutical
industries are also elucidated.

Key words: Prion, prion infections, infectious protein
particles slow infection.
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