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[MMJ1 - Mporpecytoya MysibTUdOKabHA
nenkoeHuedanonaria

* MMJ1— ue piakicHe 3axBoptoBaHHA 6if10T pe4OBNHM MO3KY, 36yAHNKOM

AKoro € onopTyHictnyHm JC- Bipyc (JCV — Bipyc AxoHa KaHHiHrema,
John Cunningham), noniomasipyc, Ak HabyB NaTOreHHUxX
BnacTnBocTen. Jleski cmnbHoaitoudi papmMakoioriyHi npenapat Ans
NiKyBaHHS PaKy Ta ayTOIMyHHMX 3aXBOPHOBaHb 36iNbLUYOTb PU3NK

3aXBOPOBAHHA WASAXOM peakTuBauil JC- sipyca. [MTMJ1 po3BMBAETLCA AK

piaKicHUM nob6iyHnM edpekT NiKyBaHHS UMMM NpenapaTamu.

o YacTo nepBuHHe iHpiKyBaHHA JCV BiAbyBaETLCA BXE Y ANTUHCTBI

i € 6e3neyHnM. ONOPTYHICTUYHUMN BipPYC 3a/IMLLAETLCA B

OpraHi3mi. NMprMbAN3HO 0ANH 3 ABOX AOPOC/IMX MAE aHTUTINIA [0

JCV, T06TO0 € HOCieM Bipycy.

o JC- BipyC BUKAMKAE TAXKY MMJ1 nmwe y piaKiCHMX BUNAAKax,
AKLLO0 BipyC peakTUBYETbCS Ta MOANPIKYETLCA BHACIAOK

33aXBOPHOBAHHS, iIKe 3HUXXYE iMYHITeT nauieHTa (BIJ1-indekuin),

abo npunomy nikiB (AeAKi MOHOKJIOHA/IbHI aHTUTINA Ta
iIMyHOMOAYNATOPW) | BUK/JIMKAE NPOrpecytoye 3aXBOPHOBAHHA
6inoi pe4yoBMHN MO3KY.

o [Micna peakTneauii JC- Bipyc HabyBa€e arpecMBHMX BNaCTUBOCTEN.
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pynn pusunky

* [MauieHTn, AKi NpnNMaoTb AeAki 6ionoriyHi abo UMTOTOKCUYHI
npenapatn abo Hanbinbl epekTUBHI iIMyHOMOAYIATOPU
o HanyacTiwe Ui npenapaTi OTPUMYOTb PELMMIEHTU/-KN

TPAHCMIAHTOBAHMX OPraHiB, NALIEHTM, XBOPI HA PakK, MALIEHTN,
AKi MalOTb reMaTo0riYHi 3aXBOPIOBAHHSA abo aeski iHLwi
33aXBOPHOBAHHA B aKTUBHIN ¢dasi, TaKi AK peBMATOJIOrYHi
33aXBOPHOBAHHSA, 3aXBOPIOBAHHA LLKipX, BaCKYNiTH, 3anasibHi
33aXBOPOBAHHA KMLLEeYHNKA Ta po3ciaHmn cknepos (PC).

o Pnsuk po3BuTky MMJT HEMOXNMBUN, AKLLO NALLIEHT HIKOJIN He
6yB nepBMHHO iHdikoBaHM JC-Bipycom (aHTMTING Ao JC-Bipycy
HeraTuBHi).

* [IMJ1 3ycTpivaeTbca y 4—6% nauieHTis 3i CHIL, ane 3aBaaku
edekTMBHOMY NlikyBaHHO BlJ1 noro nownMpeHicTb 3MeHLWnNach.

CnmMmnToMm

 [McnxiaTpuyHi cMMNTOMMU (3MiHM HAaCTPOIO, 0CObMCcTOCTi abo noBeaiHKK)
* KOrHiTMBHI po3nagm, e30pieHTALif, NOPYLIEHHA NaM'aTi
 MNopyLueHHA MOBJIEHHA Ta CNifIKyBaHHA (adasin)

* Mapaniuvi

* PoTauiHe 3anaMOpOYEeHHS

* Cyoomm

» MNopyLueHHs 30py, AedeKTN NONiB 30py

JliarHocTnka

* KniHiYHi cumMnTOMM i 3HaXiZKK, @ TaKoX iHdopMaLia npo npunom byab-
AKMX NiKiB, O MOXYTb MaTW 3HAYHUN BNJIMB HA iIMYHITET

* Hanbinbl 4yTAMBNM METOAO0M AOCNIAXKEHHS € MAarHiTHO-pe30HAHCHA
Tomorpadia (MPT) ronoBHOro Mo3ky, Ake MoXe BUSABUTN BUPAXKEHI
3MiHM Y 6iNit peyoBMHI MO3KY, BUKJINKAHI 3aXBOPHOBAHHAM Ha
JOKJIiHIYHIM cTaail.

* BuaneHi 3a pe3ynbtatamm MPT 03HaKM 3aXBOPOBAHHA MOBUHHI ByTH
niaTeepaxeHi metoaom JCV-NJIP uepebpocniHanbHoi pianHu (LICP) Ha
JC-Bipyc. Y AiarHoCTMYHIn 6ioncii Mo3Ky NPakTUYHO HEMAE NOTpebu
3aBAAKM yyTamBocTi MPT Ta Bucoko4vytamsomy metoay JCV IMNJIP.
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JliKkyBaHHA

+ [lo TenepiwHbOro Yacy edekTMBHE NiKyBaHHA He po3pobeHo.

* Mpw nigo3pi Ha 3aXBOPHOBAHHA MNOTPIOHO NPU3YMNHNTK
iIMyHOCYNpeCmBHeE liKyBaHHA.

* AKLWO He MUHYJO Ki/lbKa MicAUIB NicNA BBeAEeHHA OCTaHHbOI 403K
6ionoriyHoro npenaparty, cig po3rSHYTH eNiMiHaLi0 LbOro
6ionoriyHoro npenapaTy WAAXOM NpoBeAeHHSA nia3madepesy.

* 3ananbHUIN CUHAPOM BiAHOBJIEHHS iIMYHHOI cucTemun (3CBIC)
PO3BMBAETLCA BMPOAOBX AEKINIbKOX TUXKHIB Nica1a BiaMiHNM 6ionoriyHnx
npenaparTiB Ta NoTpebye NikyBaHHA MHOKOKOPTUKOIAAMN. BiacyTHICTb
NnikyBaHHA 3CBIC MoXe NpM3BeCTN A0 /IeTa/IbHOro HaCciaKy.

lMporHos

* [MMJ1 — ue nporpecytoye 3aXBOPIOBAHHA, AKe MOXe Npn3BecTn A0
cMepTi abo cTinkoi iHBanigHocTi npoTarom 3—6 MicAuis. MporHos
3a/1€XXM1Tb Bij, OCHOBHOIO 3aXBOPHOBAHHA i MOro NOLWMPEHOCTI.

» MporHo3 ansa nauieHTiB 3 PC, AKi oTpMMyBain HaTani3yMab, € Kpawum,
HI>XXK MPW iHLWNX 3aXBOPIOBAHHAX, IKLLO 33 pe3y/ibTaTaMun pPeryasapHoi
MPT BMABJIEHO NIMLLE HE3HAYHi 3MiHM ab0 BiACYTHI KJiHIYHI cMMITOMM, @
3MiHW, NoB'a3aHi 3 [MTMJ]1, HenoLwnpeHi.

KomeHTap ekcrniepta. Jlikapcbkui 3aci6 HaTanisymab cTaHOM Ha
29.03.2019 B YKpaiHi He 3apeeCTPOBAHMNN.

[MpioHOBI 3aXBOPIOBAHHSA

* Lli 3aXBOPIOBAHHA BUKJINKAHI HE 3BUYANHNUMM MIKPOOPraHi3aMamy, a
naToreHHMMu 6ilkaMn — npioHamu.

* Jly>Xe He3BUYHWUI TUN iHiKyBaHHSA By/10 NPOAEMOHCTPOBAHO LUIAXOM
nepeHeceHHs iHPiIKOBaHOT TKAHMHW LLEHTPAaJIbHOT HEPBOBOI CUCTEMU
niaaocNiAHMM TBApPUHAM, SIKi 3aXBOPIIM NiCNSA TPMBANOro
6e3CMMNTOMHOrO N1aTeHTHOro nepioay. MpioHHMIM 6inok HabyBae
NMaToOreHHNX BNacTUBOCTEN Nicna TpaHcPpopMmaLi i3 HOpMabHOI
KNiTUHHOI i30dopmu (PrPc) B naTtonorivHy isodopmy (PrPSc).

e BignosigHo go rinotesn, isodpopma PrPSc 34aTHA TpaHcpopMyBaTH
NPiOHHI 6iNIKK, W0 33a3BMYaN 3YCTPIYAOTLCA B OPraHi3Mi JIl0AMHN, Y
MoandiKOBaHi, WO NpM3BOANTb [0 PO3BUTKY NPIOHOBOIO
33aXBOPHOBAHHSA | MOro NPOrpecyBaHHA Y BUrNAAI JIAHLIIOroBOI peakduii.

3/7



HactaHoBa 00776. MoBiNbHI BipycHi iHdeKUii LeHTpasibHOI HEPBOBOI CMCTEMM

 [pioHOBI 3aXBOPOBAHHA Ay>Ke PiaKicHi i y 6inblocTi BUNaaKis:
o MalTb AyXe TPUBANUM iHKybaLinHKMM nepioa — Bif AeKiNIbKoX
MicALIB A0 AeCATKIB pOKiB

° BUKJIMKAOTb CMMNTOMU YPAXKEHHSA LLEHTPAJIbHOI HEPBOBOI
cMcTemm

° MiCNAA NOABU KJIHIYHOT CMUMNTOMATMKW LUBMAKO NPOrpecytoThb.

* He icHye epekTMBHOrro NlikyBaHHA abo NikyBaHHSA, ke Morio 6
YMOBI/IbHUTN PO3BUTOK 3aXBOPIOBAHHSA. PiOHOBI 3aXBOPHOBAHHSA
3aBXAN CMepTesbHi.

* TMNOBO HEMPOMNATOJIONYHOK O3HAKOM € PO3BUTOK rybyacTtoi
eHuedanonarii.

XBopoba Kponudenbara-Akoba (XKH)

* BuainawTb 4HoTpM GOopMKN 3aXBOPIOBAHHA: CMOPAANYHY, CIMENHY,
ATPOreHHy i BapiaHT XK9, Aka € popmoto rybyacrtoi eHuedanonarii
Be/INKOI poratoi xyao6m (FTEBPX), o MoXe BUHMKATW Yy toaen.

CnopaanyHa XKA (cXK4)

¢ HanbinbL nowmpeHe npioHoBe 3aXBOPIOBAHHA JIIOANHA
¢ 3axBoptoBaHicTb y PiHnAHAIT cknagae 6m3bko 1,4/1 000 000 Ha pik

* Y diHCbKMX NaLiEHTIB 3aXBOPOBAHHA PO3BNBAETLCA NPMOAM3HO Y Bili 65
POKiB.
o CimenHa XKf po3BMBaETLCA B cepegHbOMY Ha 12 pOKiB paHille.

e MMpnbAN3HO Yy NOJIOBNHM NALLIEHTIB 33 AEKi/bKa TUXHIB 40 NOABK
KJTiIHIYHOI CMMNTOMATMKW CMOCTEPIratoTbCA NEerki NPOAPOMaJibHI ABULLA,
TaKi AK BEPTUro, roJIoBHUI 6iNb, BTOMa abo 6e3CoHHS.

* TunoBa KNiHIYHA KAPTMHA BKJIKOYAE: LWUBNAKE NMPOrpeCcyBaHHS
3aXBOPIOBAHHSA, NiArOCTPMN PO3BUTOK AE€MEHLii, TOPYLUEHHSA PiBHOBArm,
ATaAKCitO Ta MIOKJIOHIYHI MOCMMKYBAHHS.

* CMMNTOMM MOXYTb NPOABNATUCA B Pi3HNX GOPMaX, BKJIHOYAIOYN:
CMIYTaHICTb CBiAOMOCTI, Nepenaamn HacTpoto, enisiencito, Napanivi,
He3rpabHicTb pyxiB KiHLiBKaMW, ANCKiHE3i0, BTPaTy MOBJIEHHSA abo
CMMNTOMM NEPEBAXHOI0 YPA>KEHHA NOTUJIMYHOI YaCTKN MO3KY
(KopTMKasibHA CNiNOTA Ta 30POBi rajitoLUMHaLiT). Yepes Kisibka TUXKHIB
NAaLiEHTN YaCTO BTPA4YatoTb CBOK 343THICTb PyXaTUCh.

* 3a3BMYan, 3aXBOPIOBAHHSA NMPU3BOANTb A0 JIETAJIbHOIO HACNIAKY Yepe3
3-5 MicAauiB nicna noasu KNiHIYHUX CUMMTOMIB.
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JiarHoctnka

* MPT rosioBHOro MO3Ky 4acTO BUABJIAE MOCUJIEHHA CUTHANY B AiNAHLI
6a3a/1bHMX raHMiiB i Tanamyca.

* Ha ni3Hin cTagii 3aXxBOpOBaHHA TMNoBUM pe3ynbTaTt EElN cnocTepiraetbca
y 80-90% naui€eHTIB. Y AeAKNX NALIEHTIB CNOCTEPIraeTbCa nLe
Anckpasia abo NoBisibHa e/IeKTPMUYHA aKTUBHICTb MO3KY.

e Y 6inblIOCTi BUNaAKiB BUABNAIOTb NiABULLEHHA KOHLLEHTPALi 6inkiB
14-3-3 i Tay-npoTeiny B LICP, ane ue He € cneundiyHOO 03HAKOI0.

* MeTop iHAYKOBaHOI BibpaLii KOHBepCii B peXXnMmi peanbHoro 4acy (RT-
QUIQ), aknn € cneumdiyHMm ana cXKS, BBeAeHO Yy BUKOPUCTAHHSA B
KJIIHIYHIW npaKTuru,i.

* TOYHMWM AiarHo3 Moxke 6yTM BCTAHOBJIEHO HAa OCHOBI Pe3y/bTaTIB ayToNCii
rOJIOBHOIO MO3KY.
o [aTonoroaHaToMiyHe 06CTEXEHHS rOJIOBHOrO MO3KY TakOX €
BaXX/IMBMM ANA AndepeHLinHOol AiarHocTUKM Mix cXKS i BXKS.

3axoam 6e3nekun

* He3BaXkaroum Ha Te, WO EANHNMU NIATBEPAXKEHNMMU LLJIIXAMMN
ATPOreHHoIl nepeaadi XKA € TpaHCNNaHTaLiA TKAaHUH LLeHTPasIbHOI
HepBOBOI cncTeMmn abo poriBkM, AOLISIBHO 3aCTOCOBYBATHN 3aM06iXKHi
3ax0/M BiJj KOHTAKTY 3 KpoB'to Ta 6ioN0oriYHUMK piaMHaAMKM NauieHTa nig,
4ac NiKyBaHHS.

* 36yaHWK CTiNKMN Ao Hanbinb nowmpeHnx gesiHdikyrounx 3acobis, ane
YyT/IMBMW A0 FigpoKCuay HaTpito.

BapiaHTHa XK{ (BXKA)

» lybuyacTa eHuedanonaria Benmkoi poratoi xyaobu (TEBPX) — ue
npioHoBe 3axBoproBaHHA xyaobu ("kopoB'aumnii ckas"), ake 6yso Bnepuie
BMABJIEHO Y Bennkin BpuTaHiiy 1986 poui. B 1996 poui 6yno
niaTBepaxeHo, wo FEBPX Moxe iHpiKyBaTh NHOAMHY | BUK/INKATH
BapiaHTHy XK4.

o Y nepioa 3 1996 no 2013 poku 6yno BnuaBneHo 229 BMnaakis
BXKA 'y 11 KpaiHax EBponu Ta 3a il Mexamu (6iNbLicTb 3 HUX Y
Benwkin bputaHii Ta ®paHuji).

o [Mepwmnin BUNaaoK 3axBoptoBaHHA Ha TEBPX cepen Bennkoi
poraToi xynobu éyno suasneHo y ®innaHaii 8 2001 poui, ane
cepep xutenis QiHAAHAIT T iHWKWX KPaiH MiBHIYHOI EBpONK He

5/7



HactaHoBa 00776. MoBiNbHI BipycHi iHdeKUii LeHTpasibHOI HEPBOBOI CMCTEMM

6y/10 AiarHOCTOBAHO BMNAa/IKiB 3aXBOPOBaHHA Ha BXKA 3aBasku
BiZINOBiAHMM 3ax0/1aM 3 6e3neKun XxapyyBaHHA, Lie 3aXBOPHOBAHHS
6y/10 NpakTMYHO NiKBiZO0BaHO Mo BCin €Bponi.

* Mawe BCi nauieHT Mmosioawi 45 pokiB. B cepegHbOMY iHKYb6aLiNnHNI
nepioa ctaHoBuTb 10 poKiB.

 [epLi cumMnTOMM, AK NPaBUNIO, NCMXiaTPUYHI (Aenpecia, TpnBora, 3mMiHa
noBeziHKK).

» KpiM TOro, TMNOBOIO € An3ecTesia, Wo CNpUYMNHAE Binb. ATakcis
PO3BMBAETLCA NPUONIN3HO Yepes 6 MicALiB.

» [lemMeHLUifa Ta MiOKJIOHIA 3'ABNAIOTLCA NIMLLE B Ni3HiN cTaail
3aXBOPIOBAHHA.

» JloBLla TPMBAICTb 3aXBOPIOBAHHSA, HIXXK Npu cXKHA. CMepTb HacTynae B
cepeaHboMy yepes 14 micauiB.

* B ycbomMmy CBiTi by10 3apeecTpoBaHoO Tpy BMNaAKK, Kosim BXKSA morna
nepeaaTmChb LWIAXOM NepesiInBaHHA KPOBi, NP LbOMY AOHOP He 3HAaB
Npo Te, WO BiH € HOCIEM LIbOro 3aXBOPHOBAHHSA.

JiarHoctnka

* KniHi4yHa KapTUHa

* ¥ 90% nauieHTiB 3 BXKA € NO3UTMBHUM "Ny/IbBiHAPHMIN BUCOKNIA CUTHAN"
Ha MPT.

* [pMHANMHI Yy NONIOBMHW NALIEHTIB aHaNi3 HA HaABHICTb Li-14-3-3 €
HEraTUBHMM.

* EEI moxe 6yTn HOpMasibHOW abo BUABUTU ANdY3HI NOBINbHI XBUII.

¢ BucoKi KOHLLeHTpaL,ii naTosoriyHoro npioHHoro 6inka (PrPSc) MoxHa
BUABMTU B iMPATUYHIN TKaHWHI, 30KpeMa B CybKiHIYHIN ¢a3i, TakoX
Ana sepudoikauii AiarHo3y BUKOPUCTOBYOTb Hioncito MUraanmkis.

NCMNE — niaroctpumn ckneposyounim naHeHuedpanit

* Len Bng eHuedanity BUKJIMKAETLCA BipyCOM KOPY y AiTer i MONoanx
nogen. 3aBAsKnM Nporpami BakLMHALil NPOTU KOPY L& 3aXBOPHOBAHHSA
CTaNI0 HAA3BMYAMHO piaKicCHUM. OHaK aeAki 6aTbKy NPpUNMAOTb
PiLLEHHSA He BAaKLUMHYBATK CBOIX AiTeMn.

* [MoBiNIbHO Nporpecytye 3axXxBoOpPrOBaAHHA. CUMNTOMW BKJTHOHAKOTb
NOTipLUEHHA NCMXOJIOTIYHMX MOXKJIMBOCTEN, PYXOBIi MOPYLUEHHSA Ta
NOCMUKYBaHHSA M'A3iB.

6/7



HactaHoBa 00776. MoBiNbHI BipycHi iHdeKUii LeHTpasibHOI HEPBOBOI CMCTEMM

* 3a3BuYan, NpM3BOANTb A0 JIETASIbHOIO HACNIAKY MEHLL HiX 33 ABa POKW.

JiarHocTnka

* Y 3pa3ky LICP, 3a3Bn4an, aewo niaBneHa KifibKiCTb IENKOLMUTIB,
36inbleHa KoHueHTpauifa 6inka (> 1000 mr/n), niasmuweHnin piseHsb IgG
Ta aHTUTIN A0 KOpy.

* Tunosi pe3ynbTaTit Ha EET.

[NoB'A3aHi pecypcun

* IHTepHeT-pecypcn [5552%2"|Slow viral infections of...]

» JlitepaTtypa [5e&2|Slow viral infections of...]

N>xepena iHpopmallii

Prusiner SB. Novel proteinaceous infectious particles cause scrapie. Science
1982;216(4542):136-44. [pubnedid|6801762]

ABTOpPCbKi MpaBa Ha OpuriHasbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOpPCbKi MpaBa Ha A0AaHIi KOMEeHTapi ekcnepTiB HanexxaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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