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MPIOHW | NPIOHHI XBOPOBWU: CYYACHUM NnNornsag HA NPOBJIEMY

Orsin MpUCBSYCHUN TTpioHaM — iH(EKIIHHUM OiTkaM, Mo € 30yTHUKAMH PSIy TPaHCMi-
CHBHHUX HEHPOJIEreHepaTUBHUX XBOPOO TBAPHH 1 JTFOAMHH, SIKi XapaKTePHU3yOThCS TPUBAIUM
IHKyOaI[ITHIM TIepi0IOM, IPOTPECYIOUYNM TIepeOiroM, MaToOTiYyHUMH 3MiHAMH, BHHATKOBO
B HEPBOBIH TKaHWHI, IPX BIICYTHOCTI O3HAK 1HPEKIIIHOTO 3anaJieHHs Ta IMyHHOT BiJIIOBI 1

3 HECMUHYYHUM JIETaJIbHUM KiHLlCM.

Knwuosi cnosa: npionu, npionHi xeopoou, enioemiono2iunutl Haznsao, nepcnekmusu npu-

AHCUMMEBOL OiASHOCMUKIL.

Beryn

[IpionHi XBOp0OM — HEHpOIETeHepaTHBHI 3a-
XBOPIOBaHHS JIFOJIEH 1 TBAPUH, 110 BUKIIMKAIOTHCS
iH(eKiitHnME Oikamu — ipioHamu (Pr). [lo Hux
BiTHOCHTBCS TpyTia Ty0uacTuX eHIedaronariu,
CXOXKHX 32 KIJIIHIYHUMHM IPOSBAMH Ta HEBPOJIO-
T1YHUMH 3MIHAMH, SIKi 3aKIHIYFOTHCS JIETaTbHUM
KiHeM. B3arasi mi XBopoOu 3ycTpidatoThes pin-
KO, PEECTPYIOTHCSl Y BUINISIII CHIOPAaJUYHUX BHU-
NajKiB, IHpEKIIHHUX 1 caakoBux Gopm. Y ne-
AKUX BHIIaJKaX JUIsl PO3BUTKY 3aXBOPIOBAHHS
HEeoOX1THa KOMOIHAITis CITaIKOBHX 1 IHQEKIIHHIX
YUHHUKIB [1].

IcTopis mpioHHUX 3aXBOPIOBaHb Oepe moJa-
ToK y 1933 pori, Koy icmaHackKi hepMepu 3aKy-
TTVJTA BETINKY MapTiro oBellb y HimeuunHi. Uepes
KiJTbKa POKiB cepell INX TBAPHH CIIOCTepiranacs
MmacoBa 3arubens. [IpuunHy 11pOro 3axBopro-
BaHHA Briepie B 1954 p. BuBuuB nokrop b. Ci-
TYPICOH, SIKUI OMUCaB OCHOBHI O3HAKH iH(EK-
1iitHO1 XBOpOoOU: TpuBaiIuii iHKyOaiiHKH nepi-
0/1, TOBUTLHUH IPOTPECYIOUNH XapaKTep, He3BU-
yaiiHicTh ypakenHs opraniB LIHC ta nemuny-
YiCTh JeTAJILHOTO KiHIs [2]. Uepes Tpu poku
aMmepukaHCchkuil BueHuid J[. Talinycek omucas
MmoJiOHe 3aXBOPIOBAHHS, IO CIIOCTEPITraIoch y
TipChKHUX palioHaX Ha ocTpoBax Maoi ['Binei
cepen kaHiOaIiB. Y TOH Yac 11e 3aXBOPIOBaHHS Oy-
JI0 BiZIOMO TIiJT HAa3BOKO «Kypy». Ymepie B 1959 p.
aMepukaHchbkui BueHUM b. Xennoy 3BepHYB
yBary Ha IaTOJIOTIYHY CXOXICTh MiX 3aXBO-
PIOBaHHSIMH Kypy Y JIOJCH Ta CKpemi y OBelb
[2]. Otxe, mpobnema npioHHOI iH(eKIi cTana
AKTYaJIbHOIO 1 JJIS JIFONICHKOT MEAUIIHH.
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Tepmin «1pioH» (Bif JarT. «proteiny) BIepIe
3arpornionyBaB Crenumi b. [Ipy3inep . Ha3ga «mipi-
OH» O3Hayae, 10 IIe MaJICHbKa OiTKOBa iH(EK-
miiiHa gactka. [IpioHu SBIAIOTH COO0I0 HOBHMA
BHI iH(EKIIHHUX areHTiB, 0 BiIPI3HAIOTHCS Bi
MpoCTiMmuX, TpubiB, OakTepiii Ta BipyciB. Born
HE MalOTh BIaCHOI HYKJIETHOBOI KUCIIOTH 1 TOMY
HE PO3TJIANAIOTLCS K TPAAMIIAHI 30yIHUKH
ingexuii [3]. Etionoriunum dakropom 1ux 3a-
XBOpPIOBaHb € iHQekuiiani 6inok (PrPsc), mo
BHHUKA€ HA MOCTTPAHCIALIMHOMY €Tami BHa-
CJIIZIOK 3MIHU HOpMAJTLHOTO Oisika xassiHa (PrPc).
3a cBo€t0 (Pi3UKO-XIMIYHOIO CTPYKTYPOIO O1ITOK
PrPc € ciamonmikonpoTeinoM, KUl BXOAUTH 0
CKJIa Ty 30BHINIHBOT KIITHHHOI MEMOpaHH, 1 IpH-
Mae yJacTh B €HJOLMTO31 Ta KaTaboi3Mi KiTi-
tiH. Haiibinem Bucokuit piBeHb PrPc 3maxo-
TUTHCS B HEHPOHAX, HOTO MOXKYTh BUPOOIATH 1
HIII KIITHHU opraHizMy. Ponb npoteiH-nipiony
B OpraHi3Mi JIFOJIMHU JI0 KiHI[S OJIHAK HE BUBUCHA.
Braxatots, mo PrPc € HeoOxinHuM 11 HOpMa-
JB6HOT (DYHKIIT, 2 TAKOXK y4acTi B MKKJIITHHHOMY
pO3Mi3HaBaHHI Ta KINITUHHIN akTuBalii. [cHyI0Th
JlaHi, 1110 y CCaBI[iB MPIOHH 31aTHI HE TIJIbKU BU-
KJIMKATH Pi3Hi 3aXBOPIOBaHHS Ta HaBITh IPHU3BO-
JTUTH 10 CMEPTi, a i BUKOHYBaTH KOPHUCHI (PyHK-
111, HAPUKITaJ], aKTUBYBAaTH BPOPKEHHUH KITITHH-
HHH IMYHITET, 3a0e3MeuyBaTu AOBTOTPHBAILY
1am’SITb, COPUSITH YTBOPEHHIO CTPECY MiJ 9ac Jii
HECTIPUATINBUX YMOB IS KIIITUHU [4].

Bueni 3’sicyBanu, 1m0 HaKOIMYEHHS B Opra-
Hi3Mi Oinka PrPsc BinOyBaeTbes 3a THIIOM JaH-
LIOTOBOT PeaKIlii IIJISXOM 3MiHM B TPETUHHIN
CTPYKTYpi OLTKOBOT MOJICKYJIM HOPMAJIBHOTO O1iJI-
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ka PrPc. [Ipu 1bomy BinOyBa€eThCsi BCHOTO JIHIIE
MEPETBOPEHHS COl-CIipaJIbHUX JIOMEHIB y [3-BU-
TATHYTI TSAXKI, SIKi 3JIMNAIOTHCS OJUH 3 OJHHM,
YTBOPIOIOYHM HEpo34MHHI arperaru. [Ipu mepe-
TBOPEHHI HOPMaJbHOTO OijlKa B MPIOHHUHN 3Mi-
HIOETBCS TUTBKH MIPOCTOPOBA CTPYKTypa MOJIe-
Kynu OiJKa, aje He 3MiHIOE€ThCSI HOTO aMiHOKHC-
TOTHHH cknaj [5]. BimoMo, 10 B MaroiorivHOMY
6inky PrPSc xinbkicts B-TspKiB cxiagae 43%
npotu 30% o-cripasnei, y Tol yac ik HopMalib-
HU#l O01nok PrPc mae iHmIe cniBBiTHOIIEHHS:
3% B-TsokiB potH 42% a-cripaneit. Y pesyiib-
TaTi MbOTO B KIITHHI 3pOCTA€ KiBKICTh HETpa-
BUJIBHO CKJIaJICHUX O1JIKIB, SIKI TIOIITKOJIXKYIOT 1.
Binok PrPSc € HelipoTokCHYHMM, HAKOTIMYCHHS
ioro i fioro (parMeHTiB y HEHpOHAX MPU3BOANUTH
IO amornTo3y i 3aru0eri KITiTHH.

[Ipionu 3naTHI npuitmMary pizHi KOH)Irypa-
1i1, y TOMY 9HCIi 1 y BUITISAI aMUToimHuX (hiOpwi,
SKi MOXKYTh OYTH B SIKOCTI «Marpuili» Ta iapi-
KyBaTH 1HII O1JTKH SK BCEPEIMHI, TaK 1 MiX KIIi-
THHAaMU TOJIOBHOTO MO3KY, a TaKOX 1 MK opra-
HizMamMH. AMinoigHI QiOpHUIN MpencTaBIsOTh
c000¥0 3aKpyUeHi y CITipab aHTHUITAPAJICITbHI JIH-
ctu noaioHo ummiHApy. Kpim indekuitnux ami-
NOiAiB (MIPiOHIB), BUSBIEHO HU3KY HEiH(EKIIIH-
HMX aMUIOIMIB, II0 BHKJIHKAIOThL JIETalIbHI 3a-
XBOPIOBAHHS JIIOAWHU 1 TBapuH [6]. BueHnMu
OyJ10 IPOBENEHO JOCIiKEHHS 110 BUBYEHHFO il
MpioHHOTO OiNKa Ha TKAHWHY TOJIOBHOTO MO3KY
JUTS BUPIMICHHS MUTAaHHA, 94 OepyTh y4acTh
MpiOHW B YTBOPEHHI ONSMIOK abo Ie iX Iis Ha
oca/pKeHHs aMminoiny. Pesynmsrarn mociiay moka-
3a]M, OI0 caMe MPIOHHUH OiIOK cHpusie YTBO-
PESHHIO OJIAIIOK, aJie ek MeXaHi3M IIle HeloCTaT-
HBO BUBYCHMI [7].

[pionna ¢opma Oinka Haa3BHYAHHO CTAOI-
JIbHA 1 3[aTHA HAKOTIMYYBATHUCS B TOLIKOJKEHUX
TKaHMHAX W BUKIMKATH iX 3arubens. Ctabinb-
HICTh TaKoi ()OPMHU TOSCHIOETHCSI BUCOKOIO pe-
3UCTEHTHICTIO A0 [Iii MPOTEOITHIYHUX (hEePMEH-
TiB, 3a/1a4a SIKKX I1OJIATac B 3HUIIEHH] BIJKUTUX
OikoBUX Moekyd1. [IpioHu BUAEPKYIOTh KHIT i
TiHHA npotsroMm 30—60 xB. Y BHCYIIEHOMY BHII
30epiraroThCs 10 ABOX POKIB, y 3aMOPOKEHOMY —
npotsiroM 10 pokiB. Bonu cTiiiki 1o aii crupty,
(hopMalIbJIeTi Ty, KUCIOT Ta YIbTPadioieTOBOTO
onpomiHeHHs. OTe, 3HUIIUTH NPiOHHN 200 CTpU-
Mary IXHill picT JOCUTH BaXKO.

J11st npioHHUX XBOPOO XapaKTepHHiA sl He-
TaTUBHHUX O3HAK: BiICYTHICTh MPOAYKLIi 10 HUX
iHTEep(EepOoHy Ta HEUYTIIUBICTh O IMyHOCYIIpe-
Cyr040i 200 IMyHOITOTEHITIFOI0U01 [TiT aAPEHOKOP-
THKOTPOITHOTO TOPMOHY, KOPTH30HY, TUKIO(HOC-
¢daminy, y-IpoMeHiB, aHTHITIM(POIUTAPHOI CH-

poBarku, TiMeKTOMil Ta crieHekToMii [8—10],
CBOEPIHICTH PIOHHUX XBOPOO.

J11s1 3HUIIEHHS IPiOHIB HEOOXiqHA CTEPHITi-
3aris, sSKa MOBWHHA BKIIIOYATH X JIEHATypaIlito
IO CTaHy, B IKOMY O BOHHU OyJTH He3J[aTHI 3MiHIO-
BaTH KoH(ITyparliro iHmmx 0i1KiB. BcraHoBEHO,
mo Ae3iH(eKisa mpioHiB Moxe OyTH e(eKTHB-
HOIO, SIKII0 3aCTOCOBYBATH T'iIpOJTi3 200 TOMIKO-
JKYBaTH Y PYWHYBATH iX TPETHHHY CTPYKTYPY.
Lporo MoxkHa JOCATTH OOPOOKOIO XJIOPHUM Barl-
HOM, T1ZIPOKCHIOM HATPIiIO i KUCIIOMUIOYMMH pe-
yoBuHamu. [lepeOyBanns npotsrom 18 xB nmpu
temmnepatypi 134 °C B repMeTHUHOMY [IAPOBOMY
aBTOKJIaBI HE MOXKE JCaKTUBYBaTH MpioHH. Sk
MOTCHIIHHUI METOI JUIs JIeaKTUBAIlil 1 JICHATY-
partii MpioHiB y TaHWUH Yac BUITPOOOBYETHCS 030-
HOBA CTepuITi3amis. AJle B JesIKIX MITyYHHX YMO-
Bax Oy’10 3a)ikcOBaHO TIOBHE BiTHOBJICHHS JCHA-
TypOBaHOTO TpioHy [9].

BcraHoBIIeHO, 1110 aMiHOKHC/IOTHA HOCITII0B-
HICTh HOPMAJIBHOTO KIIITHHHOTO Oinka PrP y pi3-
HUX BUJIIB CCABIIiB 1 JIIOMIUHU MaiKe HE Pi3HUTh-
cs. Lleit ¢akT Bkasye Ha MOXKIIHMBICTH Tepenadi
MPIOHHMX 3aXBOPIOBaHb Bijl XBOPHX TBapWH IO
JIOAEH, y TOMY YHMCI 4epe3 3apayKeHe M scCo.
BcraHoBieHO TakoX, 10 TACHBHUMH IIEPEHOC-
HUKaMH IPiOHIB MOXYTh OyTH KOMaxH, JOMalll-
Hilf ITaX i OpraHi3MH, IO XapuyIOThCS MaIIOM
[10]. Otxe, mpioHH] OiTKA MOXYTH HOTPAITUTH
B DKy K 3 pOCIHHHUMH KOMITOHEHTaMH, TaK i 3
HEMUTHX pyK. Ha cboromHinmHil 1eHb BiAOMO JTe-
KUTbKa IIJISTX1B IPOHUKHEHHS ITaTOT€HHOTO TIPio-
HY B OpTaHi3M JIIONWHU: iHTpariepeOpansHui, iH-
TpaBeHO3HUH, IHTpanepruTOHeaTbHIH, TAIIKIpP-
HUH Ta mepopaipHUi. Takox € naHi, sKi BKa-
3yIOTh Ha PO3MOBCIO/PKEHHSI MTPiOHIB NP HAlaHH1
CTOMATOJIOTI4HOT TOTTIOMOTH, 110 00YMOBJIIOE X~
HE TMOTPAIUISIHHA B KpoB’aHe pycio [11].

Crin 3BepHYTH yBary Ha 3acTOCYBaHHs 0e3-
MIEYHHUX Olompenaparib, SKi OTPUMYIOTh BiT pi3-
HUX TBapwH. PO3Mip MpioHiB KOTUBAETHCS Bif 33
1o 35 k/I, ToMy BCi Tipemnaparw, 1o MiCTATh OiJI-
KOBI MOJICKYJTH MEHIIIE ITNX PO3MipiB, HE CTAHOB-
JIATh HEOE3MeKy B SKOCTI JpKepelia 3apaKeHHS.
IIpu BupimeHHI MATAHHS TIPO MOYKITHBY HeOe3IIe-
Ky 3aCTOCYBaHHs TOTO 4HM iHIIOro Oiompenapary
CITijI, TIepII 32 Bce, 3BEpTaTH yBary Ha MOJIEKYJIsIp-
Hi XapaKTEepUCTUKH KOMIIOHEHTIB, 110 BXOASATH JI0
Horo ckmamy, Ta MeTonu 00poOKH Marepiaiy, o
CIIY’KUTb OCHOBOIO JIJIs1 ioro ctBopeHHs [12].

Kniniuna kapTuHa MpioHHHUX 3aXBOPIOBaHb
B OCHOBHOMY cxoxka. J[ist Hel xapakTepHO CBO€-
piaHe ypaskeHHS OpTraHiB i TKAHUH (B OCHOBHOMY
ITHC), BimcyTHICTH iH(EKITIHHO-3amaIbHIX 03-
HaK 1 IMyHHOI BiJTIOBi i, TPHBANICTH iHKyOAITiii-
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HOTO MepPioAy, HEYXWIbHE ITPOTrPecyBaHHs 3aXBO-
pIOBaHHS, HOMUHYYiCTh JIeTalbHOTO KiHms. [1a-
TOJIOTiYHI 3MiHM B HEPBOBil TKAHHMHI MPOSBIISI-
I0ThCS] BUPAXXEHUM TIEPBHHHO-JICTEHEPAaTUBHAM
MPOIIECOM B TOJIOBHOMY 1 CITUHHOMY MO3KY, 3arH-
0eITi0 HeMpPOHiB, HAKOMUYCHHIM aMiJIOITHIX
OnsIoK, BUpakeHuM ririo3om [13].

Cepen TBapHH NPiOHM 37]aTHI BUKIINKATH TaKi
3aXBOPIOBAHHS: CKpETIi Cepet OBEIlb, TPAHCILIAH-
TaIliiiHy eHIle(aonarito cepell HOPoK, ryo4acTy
eHIedanonario abo «00KEBIILHY XBOPOOY KO-
piB», eK30THUYHY eHIIe(ATONAaTIIO0 Ta KOTSUY I'y0-
JacTy eHuedanonario.

Cepen jro/ieii MpioHN BUKITUKAIOTh HACTYITHI
3aXBOPIOBAaHHS: KypY, XBopoba Kpeiiridenbara—
Sxoba (cmopannyHa, ciMeiiHa Ta STPOTEHHA
¢dopmm), curnpom ['epremanna—LTpeyccnepa—
[efinkepa Ta ¢arampHy ciMeitHY iIHCOMHIIO.

Kypy. Lls xBopo6a 03Hauae «TpeMTiHHSD Bif
XOJIONy, cTpaxy abo JIMXOMaHKH. XBopoOa Ko-
nmuck Oyia eHJEeMIYHOIO B OJHOMY i3 IIEMEH
[Mamrya 3 Hooi I'BiHei. 3axBoproBaHHS BHHUKAIIO
TOJIOBHUM YHMHOM Y HiTe€H 1 XIHOK, SIKi Ipax-
TUKYBaJIH KaHi0alli3M, CIIO)KUBAIOYH MO30K TO-
MepIuX WieHiB ciM’1. YoJIOBIKM KM OKPEMO i
piako Opanu y4acTth y nboMy 3Bu4ai. [Iporsirom
JEKITBKOX POKiB Oylla MoJimnmeHa IpoMHUCIIOBa
iH(pacTpyKTypa, ane, He3BaXXar4du Ha I1e, CTo-
CTepirayicst HOBi BUITaIKH ITi€1 XBOpoOH. BHHIK-
HEHHS I[bOTO 3aXBOPIOBaHHS OyI0 3a(iKCOBaHO
y Jmroneit, sxi Oymu HapomkeHi 1o 1959 p. (mo
MIPUITMHEHHSI KaH10aTiCTUIHOI TPakTHKH). [HKY-
OamiitHui Tiepiox OyB Pi3HOI TPUBAIOCTI — Bif
4,5 1o 3040 pokiB. 3aXBOpIOBaHHS TOYHHATIOCS
3 TOJIOBHOTO 0010, 0011 B cymiobax. Uepes 6—
12 TrokHIB BigOyBanocs TPEMTIHHS 1 aTakcis, a 3
4acoM CIIOCTEpIraJiucs BUpa)xKeHa mpooliema 3
Ker Ta mopymeHHs QyHKIIT Mo304Ka. XBopi
HE MOIJIU CTOSITH, MiATPUMYBaTl BEPTHUKAJIbHE
TIOJIO’KEHHS Ta XoAuTH. CMepTh OyIna Sk HacIIiI0K
BHCHA)XEHHS, YCKIIIHEHb 53B Ha IIKipi, CETTH-
1emii Ta maeBMoHii. [lopymenHs noseninku Oy-
JI0 BiJ] BECEJIOIIIB 10 HEaJeKBaTHUX 3MiH y Hac-
Tpoi. Cepen kaHi0aJiB 3aXBOPIOBAHHS CIIOYATKY
Ha3uBajocs negi nagi (aMypHa JrOAWHA), 110
03HAYAJIO «3 SKUX CMIE€ThCS CMEPThY». XBopoba
BU3Hadajacs 0e3MOBOPOTHO MPOTrpeCyoUolo 3
Oe3rnepepBHUM MOTipIICHHM. binbIIicTh XBopux
THHYJO NPOTATOM 6—9 MicsLiB, a iHIII MPOTSITOM
JIBOX POKIB TiCJIsl pO3BUTKY CUMITOMIB [ 14].

XBopoba Kpeiitudeabara—Akoda xapak-
tepusyeThes ypaxenaam LIHC. Icaye tpu xmi-
HigHI (HOpMH XBOPOOH.

Cnopanianaa popma TParuIsIEThCst TOBCIOAHO
3 gacroToro 0,5-2/1000000 Ha pik. XBopoba pe-

ECTPYETHCSA Y BCIX BIKOBUX IpyIiax, ajie YacTillie
B TpymHi ciMaecATHpiYHUX. | 4OI0BiKH, 1 )KIHKK
MiJIBEPTHEHI CTpaXxIaHHAM OlHaKoBO. KitiHiuHa
KapTUHA XapaKTepU3y€eThCS TPiaJI0k0: IPOrpecy-
F0YOI0 JIEMEHITIEI0 3 MIOKIOHYCOM, IO CYTIPO-
BOJDKYETHCSI MO30YKOBHMH, TTipaMigaIbHUMH 200
eKCTparipaMigaTbHUMH O3HaKaMH Ta Iepio-
TUIHIMH 3MiHAMHU Ha eJeKTpoeHIedarorpadi.
VY 40-60% marieHTiB 3’ IBISIOTHCS MTOPYIICHHS
30pYy, pi3Hi OTIOPHO-PYXOB1 PO3JIaH, CEHCOPHI Ta
CIIyXOBi, HIOXOBi 200 CMaKOBi MOPYLICHHS LICHT-
panbHOTO TMOXoMKeHHs. [lopymieHHst cHY Bia-
OyBaeTbcs y PopMi MPOrpecyryoro Oe3COHHS,
IO HEPiAKO MPHUBOAMUTH A0 ICHUXOMOTOPHOTO
30ykeHHs Ta raymonuHanii. Y 10-20% sunan-
KiB 3 SIBISIOTHCS €MUICITUYHI MPHUIAIKH, IO
MOXKYTh BUHUKHYTH Ha IO Pi3HUX CEHCOPHHUX
roapasHuKiB. [1o Mipi po3BUTKY XBOpPOOU TICH-
XI9HI pO3JIaTd MOXKYTh BapilOBaTH Bill HEBra-
MOBHOCTI ¥ JEJipilo 0 CTYIOpY Ta IEMEHIIii.
IIporpecyroua mcuxiyda ta (izudHa cnadKicTh
MPU3BOIUTH 0 CMEPTi MPOTITOM OTHOTO POKY
MiCJg HACTaHHA CUMIOTOMIB Y 95% maiieHTiB,
pewmta (5%) momupae mpoTITOM HACTYIMHOIO
Poky. Mao XTo 13 XBOpHX KHB OiJIbIIE 5 POKIB.
He icHye HiSKMX TOBiZOMIJIEHb PO OLYyKaHHS
e i€l xBopoou [14].

Cimeiina ¢opma Brepine Oyia omrucaHa B
1924 p. B ycbomy CBiTI BU3Ha4YajaoCs TPU Be-
JUKAX CKYyIYEeHHS CiMeH 3 I1i€ro (hopMOI0 XBO-
pobu —y YU, CioBauumHi Ta [3paimi. 3axBopro-
BaHH: O0y710 00YMOBJICHE My TaIlisIMA B TeHax [15].

STporenna hopma XBopoOH BriepIe OyIia 3a-
¢ixcoBana B 1974 p. y nauieHTa Bz JOHOpa poOriB-
KM, SIKUH 1oMep BiJ jgaHoi xBopobu. B 1977 p.
Crenuni [Ipy3inepom Oys1a BCTaHOBIIEHA BHY TPilll-
HBOMO3KOBA Tepeaya NpioHHUX XBOpOO mpu
3aCTOCYBaHHI eNeKTpoiB. Y 1985 p. Take 3axBo-
PIOBaHHS CIIOCTEPIrayiocsi cepell Malie€HTiB, AKi
JIKYBaJIMCh JTFOJCHKHM TOPMOHOM POCTY, SIKHI
OyI10 OTpUMAHO Bifl iH(iKOBaHNX XBOpHX. Y 1987 p.
OyB OITMCaHW BUTIAIOK, TIOB’ SI3aHUH 3 TIepecai-
KOO JTIOZICHKOI TBEep10i 0O0JIOHKH TOJIOBHOTO
MO3KY. 3 THX TIip IIe 6araro moaiOHUX BUTIAAKIB
3aXBOPIOBAHb OYJI0 BUSBIICHO 1 3apEECTPOBAHO B
YCBbOMY CBITi, OUTBIIICTD i3 HUX Y IIOBIIOMIICHHSIX
3 Snonii. [aKyOauiiinuii nepioq B SITPOreHHUX
BHITaJIKaX KOJUBABCS Bif 1,5 10 6 pokiB micis
HEHPOXipypriYHUX IPOLEAYP, a MiCIsl CKIIATHIX
BTpy4YaHb TPAHCIUIAHTATIB — Bia 4,5 10 25 pOKiB.
OCHOBHI KJIIHIYHI CUMIITOMH OYJIM CXOKHUMH 3
CUMIITOMaMH 1HIIHUX (HOPM MPIOHHUX 3aXBOPIO-
BaHb [16].

Hogi dpopmu xBopoOu Kpetitiidensaa-Ako-
6a. KimiHigHi Ta HEBPOIATOJOTIYHI CHUMITTOMU
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i€l popmMu XBOPOOH 3HAYHO BiJIPiI3HSIOTHCS BiJ
TaKuX CropaandHoi popmu. PaHHIMU KITIHIYHH-
MU 03HAKaMHU € TICUXI1aTPUYHI PO3JIAJIH 31 3MIHOIO
MOBEJIIHKH, JACTIPECis, a TAKOXK CEHCOPHI po3Ja-
I, TaKi SIK TapecTe3is, y TOH Yac AK arakcid,
MPOTpeCyroYa IEMEHIIisI Ta MiOKJIOHYC € 3aITi3Hi-
JMMH{ CUMIITOMaMu. TpuBajicTe XBOpOOH CKiIa-
nana 1-3 poku, T0OTO Oynia JOBIIOIO, HiXK TpH
criopaanyHiit popmi. o rpymus 2001 p. Oymo
3agikcoBaHo 118 BUMaaKiB 3 HOBUMH BapiaHTaMU
xBopobu Kpelinensara—Iko0a, i3 Hux y Benu-
koOpuTanii — 113, y ®panmii — 3, B Iprangii —y
OJIHOT'O KHUTAMCBKOTO I'POMAJSHUHA [ OHKOHTY,
KW )KUB KiJIbKa POKiB y BenukoOpuraHii.
Cunapom I'epctmanna—IlITpayccinepa—
Ileiinkepa. Lle rereporenHe, JOMiHaHTHO-CIIA/I-
KOBE 3aXBOPIOBAHH, SIKE [10B’SI3aHE 3 MyTalliIMH
MPiOHHOTO reHa. PaHinie BU3HaYanocs K «CIHH-
HOMO3KOBA aTakcCish» 3 JeMEHLI€0 Ta OJIsIX0mo-
MOHMMU BiAKIIaAeHHIME. Briepmie cuaapomM OyB
ommcaHUi B aBCTpiiichkiit cim’i ['epcTmMaHH y
1928 p. I'eorpadiuno xBopoOa Oyia po3noBcro-
skeHa B €Bpori, CIIIA, Kanani Ta Snowii. OcHo-
BHI KJIIHIYHI CUMIITOMH — MO3)KEYKOBI Ta €KCTpa-
nipamizanbHi MOPYIIEHHS, PiIKO CIIOCTEepira-
I0TBCSl MIOKJIOHIT. MOpQOoIOTiyHO BU3HAYAIOTHCS
aMiNIoiHi OJISIIIKY, CIOHT10(OPMHI TOPYILEHHS,
aTpodis MPOBITHUKOBOI CHCTEMH CITMHHOTO MO3-
Ky, cToBOypa MO3KY, a TaKOX sJep MiAKOPKH.
®daranbHa ciMeiiHa iIHCOMHIS — ayTOmOMI-
HaHTHE 3aXBOPIOBAHHS, SIKE€ XapaKTEPU3Y€EThCS
HEBWJIIKOBHUM TIPOTPECyIOUUM OE€3COHHSM, CHM-
MTaTUYHOIO TIMMepaKTUBHICTIO (TilepTeH3i€ero, Ti-
NepTEepPMIElo, TIEePriApo30oM, TaXiKapAi€ero), Tpe-
MOpPOM, aTaKCi€r, MIOKIIOHIE, MOPYIICHHSIM
yBaru, mam’sTi, 1e30pi€HTAIlI€0 Ta TalonuHa-
uismu. CmeprensHe ciMmeiiHe O6e3CoHHs Oyo
BIiepiie onucano B 1986 p. B itamiiickkiid ciM’1.
XBopoba mounHaiacs y Bini Big 25 1o 71 poky.
Y xBopux OynH MOpyIIeH] IUPKaJIHI PUTMH, Ce-
KpeIlisl MeaToHiHY, TOPMOHY POCTY, a[pe€HOKOP-
TUKOTPOITHOTO TOPMOHY Ta KOpTu30idy. B ycix
00cTe)XeHNX XBOpHX Oylla BHSIBIEHA MYTallis B
komoHi 178. OmHak B 0CTaHHI pOKH OIMCAHI BH-
naaku (hararbHOI CiMeHHO1 iHCOMHIT 0e3 MyTamii
B KOZIOHAX, aJie 3 XapaKTepHUMH ITOPYIIEHHIMHI
B TOJIOBHOMY MO3KYy. [Ipu ricromaronoriunomy
o0cTeKeHHI MoMepIIUX Bif Li€l XBOpoOu criocTe-
piranace atpodis mepeqHiX BEHTPAIbHUX 1 Me-
JiazopcallbHUX TalaMyCHHX sizep. TpuBamicTh
3aXBOPIOBAHHS CKJIaiaia Bix 7 10 25 micsiis [17].
3 ypaxyBaHHSM CTPYKTYypHOI OIM3BKOCTI iH-
(hekIiifHOTO TPiOHHOTO OiJTKa 1 HOTo HOpMaTBHOI
(hopMHU cTa€e 3pO3yMIIHM, IO TIPH PO3BUTKY TIpi-
OHHHX 3aXBOPIOBAHb B OpTaHi3Mi JITOAEH 1 TBapHUH

HE MPOJYKYIOTHCS aHTUTIJIA HA TIPIOHHHIN O1JI0K
PrPsc, sikuif iMyHHOIO CHCTEMOIO CIIPUIMAETHCS
SIK «cBiiy. Llel akTop yckinamHioe 1aboparopHy
JIIarHOCTHKY 3aXBOPIOBaHb, iXHIO IMyHOTEPAITi0
Ta imyHOTIpodinakTuky [ 18]. 30ymHUK MOKaIi3Y-
€THCSI IEPEBAYKHO B IOBIaCTOMY MO3KY, HE BH/Ii-
JISI0YMCH Y CIMHHOMO3KOBY PiIMHY, KPOB 1 ceay
B KUIBKOCTSIX, JOCTaTHIX JJIS HOro BUSBJIEHHS.
Tomy mabopaTtopHy MIarHOCTHKY Ii€i XBOpOOHU
3MIMCHIOIOTH MMOCTMOPTAIBHO 10 BUSBJICHHIO
THUIOBHX TICTONIOTIYHHX 3MiH 1 IPiOHIB 3 TKAHUHU
TOJIOBHOTO MO3KY. [ [pioHH1 3aXBOpIOBaHHSI BiZJHO-
CATHCS JI0 TPYIU ry0uacTux eHiedanonarii ue-
pes3 Te, 10 X PO3BUTOK CYIPOBOKYETHCS BAKyO-
Ji3alli€ro 1 HEeKPOo30M HEHPOHIB, sIKi HaJAK0Th
MO3KY CXOXICTh 3 TyOkoto [19]. CkpuHiHT Be-
JUKOT KUTBKOCTI TIPOO MO3KY TBapWH 3 METOIO
JIarHOCTHKY T'y0JacTHX eHIle(aronarii B JaHiA
gac MPOBOIATH MEPEBAXKHO IMYHOPEPMEHTHHM
a00 IMYHOJNIOMIHECIIEHTHUM MeTomoM. Jlis
CKPHHIHTY T'y04acTHX eHIledaIonarii J0CIimKy-
FOTh IIpenapary CTOBOYPOBOi YaCTHHU T'OJIOBHOTO
MO3KY, OCKUIBKH B Hill BiIOyBa€TbCSI MaKCHMa-
npHe Hakonn4yeHHs PrPsc i HallO1IbIIo Mipoto
MOPYIIYETHCS CTPYKTYpa KIIITHH 1 TKAHUHHU. SIK-
IO I TSCTU JaJIi MO3UTHUBHUI a00 CyMHIBHUH
Pe3yabTaT, TO JUIS MiITBEP/HKCHHS JiarHO3y 3a-
CTOCOBYIOTH METOJT IMyHOOJIOTHHTY, IMyHOTiCTO-
XIMIYHHH a00 TiCTOJIOTTYHUM METOIM, IO JIO0-
3BoJIsTIOTE BUSBUTH PrPsc B ITHC 1o mosiBH B Hiit
MopdostoriaHnX 3MiH. BimoMuii MeTox BiOpartiii-
HO-1HAYKOBAHOTO KOHBEPCIHOTO aHaTI3y PO3-
pobnenuit Buernmu Jtadopatopii NIAID (CILIA,
Mounrana). Lleit MeTos 103BOJIsIE BUSIBUTH i1 Vitro
NpioHHWH OIJI0K y MiHIMaNbHIA KOHIEHTpAaLii,
aje 1e Jopora mpoueaypa, ska BUMarae CreLi-
AJBHOT ITIITOTOBKH TBAPHH 1 HE MOXE Oy TH peKo-
MEHJIOBaHa JJIsl IIUPOKOTO 3acTocyBaHHs [20].
3apa3 3aCTOCOBYIOTH TPH OCHOBHHUX e(ek-
THBHHUX METOIN aKTHBHOI AIarHOCTHUKH Ty0Jac-
tux eHnedanonarii. [lepm 3a Bee, 11e 6iompooba.
3a3BHuaii 1i IPOBOIATH 32 JOTIOMOTOIO iHTpAIIe-
pedpanbHOT THOKYIIAIT JOCTIKYBAaHOTO MaTe-
piaxy MuIIaM, y SKUX 1HKyOaIiiiHu epio mpu
TaKoOMy CII0c001 3apaskeHHS B CEPESAHBOMY JOPiB-
Htoe 150 nHiB. Takuii MeTO Ma€ psiJT HEAOMIKIB:
BiH moTpeOye 3aTpar 4yacy, mpaii i KOIITiB, a Ta-
KO MO€ ITOMIJIKOBO IPUBECTH 710 HETaTUBHHUX
pe3yabTaTiB abo 70 MOJOBKEHHS IHKYOaIiHHOTO
nepiony Jpyruii MeToa akTHBHOI iarHOCTHUKU
3aCHOBaHMH Ha BUSBJIEHHI iHpeKIiiHOT popMu
TIPiOHIB 32 TOTIOMOTOIO KYJIBTYp KIIITHH. J[anmii
METOII He TiIJTbKH 3HAYHO JIEIIeBIe 010mpooH Ha
MHUIIIaxX, aje ¥ JO3BOJIIE OTPUMATH PE3yJIbTaT B
JIECATKH pa3iB MIBHUAIIE. 3a3BHUYAHN 3 ITIEF0 METOTO
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BUKOPHUCTOBYIOTb JIiHIIO KIIITHH HEHPOOIacCTOMHU
Mmutei N2a, sika BUSIBIISIE BUCOKY Uy TIHBICTh J10
PrPsc. Tperiii MeTO aKTUBHOT 1IarHO CTHUKH TIPi-
OHHHX XBOpOO — nukiiyHa amrutidikaiist PrPsc,
0 MICTUTRCS B AOCHIKeHii podi [21]. Hese-
JUKY KiJIBKICTh 1H(EKUIHHOTO MaTtepiany BHO-
CSITh y TOMOTEHAT MO3KY, OTPIMAaHOTI'0 BiJ HEiH-
¢ikoBaHO1 TBAPUHH, 1 TPAHCHOPMYIOTH i1 Vitro 3
PrPc y PrPsc. YTBopeHi arperaru PrPsc momins-
I0Th Ha OKpEMi MOJIEKYJH YIBTPa3ByKOM. 3BiJIb-
HEHI MOJICKYJIU CIIy)KaThb IPUMAaHKOIO Ui Ha-
CTYIHOI cTaii peakii. MeToJ] MpUHIUIIOBO CXO-
KU Ha TIoJIiMepa3Hy JaHLIOrOBy peakiio. Tect
JO3BOJISIE in Vitro GaraTopa3oBo 30iIbITyBaTH
KinbKicTh PrPsc, 3aBnsiku YoMy BHA€eTbcsl BUSIB-
JISITU XBOPUX, SIKi 3HAXOASTHCS B iHKyOaIiiHOMY
niepiofi iHQeKIii, Koy KIIiHIYHI 03HAKK XBOpOOH
1€ BIJICYTHI, a IHIII METOIU JIarHOCTHKH Ial0Th
HEeTaTUBHI pe3ynbrata [22].

[pote GaraTo BayKITMBUX KPOKIB y MaTOreHe31
MPIOHHUX 3aXBOPIOBaHb BiJI0yBAOThCA B JTiM(pa-
TUYHHUX OpraHax i MepeayrTh BTOPTHEHHIO Y
IHHC. 3a ocranHi 1Ba JeCATWIITTS OYyII0 BABYEHO
0araro KIITHHHUX 1 MOJIEKYJIIPHUX MEXaHI3MiB
npioHHO1 MG oiHBa3ii, M0 € AIArHOCTUYHO KO-
PHCHUM i MOJIETUIYE IOKIIHIYHY A1arHOCTHKY.
binb Toro, paHHs KoJIOHI3aIis TiMGOiTHUX Op-
raHiB Moke OyTH BHKOpPHCTaHa JUIs Mpodinak-
TUKH TIPIOHHUX THQEKIIIH.

Ha croroani npioHHI XBOPOOH MPOIOBKYIOTH
BBa)KATHCSI HEBIIIKOBHUMH, ajieé MiAXOOU 0
CTBOPEHHSI HOBHUX ITpeMapariB NIPUBEPTAIOTh BCE
OinbIIy yBary JDOCHIJHHUKIB 1 aKTUBHO po3po0-
nsitothes. [l ryouactoi ennedanomnarii xapak-
TepHa BiZICYTHICTh IMyHHOT BiINIOBi/Ii Ha IPIOHHY
1H(EKIIIT0, IO TEX € IEBHUM HPEITUKTOPOM CTBO-
peHHs crienudivyHOl TpynH GapMaleBTUIHHX
npernapariB. CTiHKICTb MPiOHIB 0 TPATUIITHIX
METOJIB Ae3iH(eKiT — i0HI3yH040T0, yNbTpadio-
JIETOBOTO Ta MiKPOXBHJILOBOTO BUIIPOMiHIOBAH-
HSl, € IEPETyMOBOIO JIJISl CHHTE3Y Ta BUPOOJICHHS
BiJIMOBITHUX TIpeTapariB. 3aCTOCYBaHHS Pi3HUX
3aco0iB, Takux sik amorepunrH HPA-23 (inri-
0iTOp CHMHTE3Y BipyCHOTO TIIFOKOIPOTEI Ty ), KOp-
TUKOCTEPOiNliB, MPOTUBIPYCHUX TperapariB Ta
aHTHOI0THKIB, JIUIIIE 301TBIIYE Yac iHKyOaIiiHO-
T'0 TIepioAy Ta Ha HEZIOBIHH Yac MPOIOBKYE JKUTTSL.

Jia mpodilakTHKY PiIOHHUX 3aXBOPIOBAHb
PEKOMEHIYIOTh 3a100iraTi BUKOPUCTAHHS JIIKIB
TBapMHHOIO MOXOMKeHHS. B medaxux kpainax
BBEJIM OOMEXEHHS Ha TPaHCIUTAHTAIIIIO TBEPAOT
000JIOHKH TOJIOBHOTO MO3KYy. [ly1si MeanuHuX
criBpoOiTHHKIB ITpu poOoTi 3 iH(DiKOBaHUM 0i0-
JIOTIYHAM MaTepiaioM HeoOX1THO BUKOPHUCTOBY-

BaTH TYMOBI pyKaBWYKH. {151 3amoQiraHHs iH-
(ikyBaHHIO MEIMYHOTO IHCTPYMEHTAapito mpio-
HaMHU HOT0 CITijl CTepUIIi3yBaTH IPH TEMIIEpaTypi
132 °C mpotarom ofHi€i TOJMHN, IPH TEMIIEpa-
Typi 125 °C npotsrom 4,5 rogun abo pekoMeH-
IYIOTh 3aHYpIOBaTH IHCTPYMEHTH B PO3YHH TijI-
POKCHy HATPitO Ha OJTHY TOAWHY PU KiIMHATHIN
TeMIeparypi.

Ha cporoHi emiaeMiooOriYyHui HAIIS Bij-
OyBaeTbcsa y TPhOX HampsMKax [23].

1. 3gilficHeHHs 3ax0fiB Oe3MeKu IS Tpym
pU3UKY (0COOH, SIKi CITUTKYIOTHCS 3 XBOPUMH Ha
ry0uacTi eHiedanomnarii: BeTeprUHAPH 1 METUYIHI
MPaIliBHUKH, TIATOJIOT0aHATOMH, POOITHUKY M’ 5i-
CcoTepepOoOHHX i IITPHEMCTB, BETEPHHAPHO-CaHi-
TapHi eKCIePTH, 1HIIT 0COOH, SKi MOXKYTH OYTH B
KOHTAKTi 3 IOTEHIIIHTHUMH JKepernaMu iHPeKITii
(Benukor poraroro xyao0oro). s mpodinak-
TUKYU iHQpiKyBaHHs naroreHamu [-II ctymens
HeOe3MeKH, 0 SIKMX BIIIHOCUTHCS MPIOHTPaHC-
MicHBHa ry0dacTa eHuedanonaris BEIUKoi pora-
To1 Xy100H1, HEOOX1IHO MTOCTIiHE 3a0e3MeUeHHS
CTEpWIbHUM MaTrepiajoM 1 oOiiaJHaHHAM IS
MOTIepe/PKeHHS 1HQIKYBaHHSI i 3aXBOPIOBAHHSI.

2. Kontpons xapuoBoro jgasiora. Hegomy-
IEHHS TIOMAIaHHs] CHPOBUHU BiJ MOTEHIIIITHO
iH(IKOBaHOT Xy00H, KOPCTKA CHCTEMa MapKipy-
BaHHS, iIeHTU(IKAIIIS TepepOOTIOBaHIX TBAPHH,
BETEPHHAPHUI KOHTPOJIb, cepTUQIKAIis Tpo-
IOYKTiB TBAPUHHOTO TIOXOIKEHHSI.

3. KoHTpONb MEIMKaMEHTO3HOTO JIaHIIIOTa.
Bizomo, mo moreHuUiiiHy npodieMy MOXYThb
CKJIaJIaTh MEIUYHI MperapaTH, siKi BUTOTOBIICHI
VISl TAPEHTEPAILHOTO CIIOKUBAHHS 3 MO3KOBOT
a00 J1iM(poiTHOT TKAHMHU BEJIUKOI pOraToi XyI0-
6u (ropmoHH, pepMeHTH, O10TeHHI CTUMYIISITOPH
Ta 1H.) JUIA JIIKyBaHHS XBOPHX, & TAKOK BUKOPHC-
TaHHS Pi3HOI 010MPOAYKLIT (TKAaHWHH, CHPOBATKa
KpOBI) Y BaKIIMHOCHPOBATKOBI CIIpaBi i HAYKOBO-
JOCIIiIHIN poOoTi.

OtpumaHe 3HaHHS TPU JOCHTIHKEHH] TIPi1OH-
HUX XBOpOO MoOxe OyTH BUKOPUCTAHO IUIS BH-
3HAYCHHSI IPUYMH 1HIINX HEHpoiereHepaTHBHIX
3aXBOPIOBaHb, TAKUX SIK XBOpoOa Anburenmepa,
xBopoba ITapkincona. Po3poOka mBuakoro i mo-
CTYIHOTO aHaJIi3y, SKUH Mir OW HaiiiHO iIeHTH-
(bikyBaTH XBOpHUX JIIOIEH 1 TBAPHH HA TOKJIIHIY-
HUX CTalisIX XBOPOOH, CIIPHSIB OU 3HIKEHHIO CTY-
IIeHsT pU3HUKY Tepenadi 30yaHuKa abo MOBHICTIO
yCyHYB OH 1110 HeOe3neky. Bce Bkazane € monat-
KOBUM 1 JTy’Ke BKIIMBUM apTyMEHTOM JUTs OLTBII
MOMUOIEHOTO MOLTYKY i CTBOPEHHS €(peKTHBHUX
MIperapaTiB 3 METOI0 PAJUKaJIHLHOTO BHUPIMICHHS
po6ieMu npioHHUX XBopoO XXI cTOMmITTS.
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E. B. Kouapo

IPUOHBI U MPUOHHBIE FOJIE3HU: COBPEMEHHBI B3IJIS1] HA IPOBJIEMY

0030p noceamEH npuoHaMm — HH(pEeKIHOHHBIM Oenkam Proteinaceus infectious particle (PrP). Ounn
SIBJISTFOTCST BO3OYIUTEISIMU TPAaHCMUCCHBHBIX HEHpomereHepaTuBHBIX 3a001eBaHHl KUBOTHBIX U JIIOICH,
XapaKTepPH3YIOTCS JITUTEIFHBIM HHKYOAIIMOHHBIM IIEPUOAOM, IPOTPECCUPYIOINM TeUeHHEM 3a00IeBaHus,
MAaTOJIOTMICCKIMU U3MEHEHUSMH HCKIIOYUTENIFHO B HEPBHOM TKAaHU IPU OTCYTCTBHH MPU3HAKOB WH-
(DEKIIMOHHOTO BOCIIAIICHHUS 1 UMMYHHOTO OTBETA C JICTAIBHBIM HCXOIOM.

Knroueevie cnosa: npuonvl, npuonmuvie 601e3HU, INUOEMUOTOSUYECKUL KOHMPOLb, NepCReKmuasl
NPUICUBHEHHOU OUACHOCIUKU.

O.V. Kotsar
PRIONS AND PRION DISEASES: A MODERN LOOK AT THE PROBLEM

A review devoted to prions — infectious proteins Proteinaceus infectious particle (PrP). They are the
causative agents of the transmissible neurodegenerative diseases of animals and humans and are
characterized by a long incubation period, a progressive course of the disease, pathological changes
exclusively in the nervous tissue, in the absence of signs of infectious inflammation and immune response
at the lethal end.

Keywords: prions, prion diseases, epidemiological control, perspectives of intravital diagnosis.
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