XBopoba Rypy

[ligrotyBaB CTYZE€HT 4-10 KypcCy
[pynn MLL.m-101 XoM’siK BiTanin
KepiBHUK JleB4YeHKO 3. M.



binbWICTb KpalH CBiTY He 3Hasa, WO Ha BMUCOKOrip’i
[Tlanya-HoBoi ['BiHe1 xTocb mnBe Ao 1930-x pokis,
KOJIM @aBCTpaNiMCbKi 30/10TOWYKaYi, AOCAIAXKYIOYMU
LLII0 TEPUTOPI0, BUABMAMU, LLO.TaM MPOXUBAE OJIM3bKO
MiZIbMOHa Atoaen.
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Tox y 1%l poui JliHaeH6aymM MaHApyBana
BiJ cesla A0 cena, HaHoOCAYM Ha KapTy
ciMeuHi aepeBa, LWo6 AOCAIAHUKU MOT M
BUPILLUTU L0 NpOBEMY.

Ane wo 6ys10 NpMYMHOI Lboro? Ls
BiANOBiAb pOKaMM BUC/IM3a1a Bij
NOCNiAHMKIB. BMKAOUYMBLLKM BUYEPNHUM
CMUCOK 3a6pyaHIOI0OYMX PEYOBUH, BOHMU
noayma/iu, Wo ue noBMHHO BYTH
reHETUYHMM.




HapeluTti, nicnAa HanoAAraHHA Takux
AocniaHUKIB, aK JliHaeHOayM, 6ionoru
MPUALLIK A0 AYMKM, LLO AMBHA XBOpOba
NoOXoAMTb Big NOiAgaHHA MEPTBUX JIOAEN.
CnpaBy 6yn0 3aKpUTO NiC/1A TOro, AK rpyna 3
HalioHaNbHOro iHCTUTYTY OXOPOHM 3/10POB’ A
CLLA BBena WmMMnaH3e iHdikoBaHMU 110 4CbKMM
MO30K 1 CrocTepirana, AK Yyepes KiJibka
MiCAUiB Y TBapuH 3’ ABMIMCA CUMIITOMMU KYpYy.
[pyna, sKa oTpuMasia HobeniBCbKY Npemito 3a
BiAKPUTTA, Ha3BaJla MOro «MoBiJIbLHUM
BIpYCOM>.




y /loden i TBapuH CMOHTAHHO, reHETUYHO
abo yep dekuito.
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PrPC - ui 6inku
3HaxXoAATbCA Ha
MemMbpaHax KnitmnH. PrP c
Ma€ aMiHOKMC/IOTHUM
«XxpebeT» y opMmi a-
cnipani (YoTupu cnipani)
BBa*Ka€eTbCA, LIO BOHU
Bi4irpaloTb BaXX/IMBY pPOJib
Yy BHYTPiLLUHbOKNITUHHIM
nepegavi CUrHasaiB i
aaresii KnitmH. OaHak
AOCNiAXEHHA TpUBatOThb,
OCKi/ZIbKM NMUTAHHA,
NoB'A3aHi 3 Moro
(PYHKUIiEW, He BMPiLlLEHi.
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byaoBa npioHIB
PrPsc
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PrPSc - uen xs8opo60TBOpPHMM
NPiOH PE3UCTEHTHMM A0
npotea3un. PrP Rc cnipanbHa
CTPYKTYypa, cnJjiouieHa B B-
JIUCT (YO0TMpKM apKywi) BiH
3MiHIOE PrPC, BnaMBao4m Ha
MOro KoHopmaliito. 3MiHa
CTPYKTYPM 3MiHIOE cnoci6 moro
B3aEMOAi1 Ta B3aEMO3B'A3KY 3
6ifkamu. 3-D CTpyKTypa uUmux
NpioHiB HEBiZIOMa, a/1e BOHMU
MaloTb OisiblLe 6eTa-/IUCTIB,
Hi’X 3BMYaMHa CTPYKTypa
anbda-cnipani. Len npioH
TaKOX YTBOPIOE
BUCOKOCTPYKTYpOBaHi
aMizioigH1 BO/IOKHA.
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https://www.britannica.com/science/human-nervous-system
https://www.britannica.com/place/Papua-New-Guinea

MoneKkynAapHa 6iosioria i reHeTUKa XBoOpoou Kypy

CnovyaTKy 6y/10 BCTAHOBJIEHO, L0 ABa BMNaaku Kypy Bkato4yaam reHotun 129
Met/Met. KpiM Toro, AocnigKeHHA nokKasaso, Lo aan 3 reHotinamm 129 Met/Met i
129 Val/Val 6ynun cnpumnHaTamei 4o Kuru; ogHak ntoam 3 reHotunom 129 Met/Met
6y/1n 6inbll NOLMPEHMMM B MOJIOALLIM BiKOBiM KaTeropii, To4i AK AtoAM 3 TEHOTMNAMMU
129 Val/Val, 129 Met/Val 6yau 6iabll NoWMPEHNUMM B HabaraTto cTapLlin BiKOBiM
KaTteropii. 3 iHLOro 60Ky, Ti, XTO NEPEXMB CNasax, MaJIM MauKe NOBHY BiACYTHICTb
129 romo3unrotn Met/Met . Yci cy6’€KTU B CyHaCHUX AOCNiAXXEHHAX BMNAAKiB,
npoBeaeHux Lantos et al. 1 MakniH Ta iH. Manun 129 Met/Met romo3urotn. CnabHa
KopenAauia MiX Kuru, a TakoX aBoma SNP y KoaoHi 129, a TaKOoXX ABOMa A0AATKOBUMMU
SNP nig reHamu RARB (peuentop peTnHoeBOT KMC10TU 6eTa) 1 STMN2 (reH SCG10),
3rigAHO 3 HelwoaaBHIMM 3ara/lbHOreHOMHUMM aHasl13aMM




[[pyna KonniHra npoBena igeHTUdiKaLito
reHeTUYHMX BapiaHTIB MaUieHTIB Kypy.
Knacudikauia 6a3yeTbCa Ha TOMY, HACKi/IbKK
JNIErKOo Ae-, MOHO- Ta AUTNTIKO3U/IbOBaH]1
Knactepu PrPSc nepemillyrotbCca Nijg vac
eNleKTpodopesy Nicaa nepeTpaB/IEHHA
npoteiHa3o K. BOHM BUABUIM YOTUPU OCHOBHI

TMnun PrPSc.

e T 11 4 PrPSc nognHu 3’ aBasioTbcs
BUKJILOYHO B nonyaauiax, y akmx reH PRNP
MICTUTb KoZoH 129 Met/Met

e TUM 3 NOMITHMU Y NONYAALIAX, Y AKUX FEH
PRNP mae npuHanMHi oamH Val y Lbomy
KO/IOH]1

e TUN 2 CNOCTEepPIiraeTbCAa y BCiX Bapiauiax KogoHy 129



KNMHIYHT MPOABU
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Kypy - ue 3aBXAu paTasibHa
aTaKClid MO304Ka, Lo
CYNPOBOAXKYETbCA TPEMOPOM,
XopeonoAibHMMU Ta
aTETOIAHMMU pyXaMH




ICHY €, HEYiITKO BU3Ha4YEHUM npoapomanbHmn nepioa (kuru laik i-kamp nau = 10610 «Kypy 0OCb-
OCb MOYHETbCA»), L0 XapaKTepU3YETbCA FO/IOBHUM 601eM i 60N1AMM B KiHLiBKaX, 4YacTo B
cyrno6ax; Yacrto nepwmmm 6yam KoaiHa Ta LUMKOJIOTKM, a NOTIM NIIKTI Ta 3an ACTSA

lHOAI cnoYaTKy ypaXKaauncHe
MiXXdanaHrosi cyrnobu, nopsj 3
6019MM B }KMBOTi i BTPATOH Barm.
[poapoManbHUM Nepios TpuBaB
KiJibKa MicAuiB. JIMXOMaHKM Ta
TUMOBMUX O3HaK. iHPEKLiIMHOro
3aXBOpPIOBaHHA HE CnocTepiranocs,
aJie 3araJlibHe camMono4vyTTa XBOPOro
HaragyBaao roctpe AmMxaHHA. /Jleski
Naui€EHTU FOBOPUIU, LLO TX YEKAE
Kalesib; Konu Kaweanb He Npuxoams,
BOHM YeKaan HabamxeHHA Kypy.




[licha npoJpomMasibHOro rnepioay HacTae€
«aMbyJlaTopHa CTaAifa>, dKa

3aK1HYYETbCA, KOJ/IM NALLIEHT HE B 3MO3]
nepecyBaTtmcs 6e3 MATPUMKU «CiMT»,
AKa TaKOMX iHIUitoBaza NMowyKn YaKyHa.
Lla aMbynatopHa cTaaid
XapPaKTEPU3YETHLCA MOYATKOM Jlelb
NOMITHMX O3HAaK XMTKOCTI XOAMU, SKI
NepLMMM MOMIYaOTbCA MaLiEHTOM.
[IpM6AM3HO Yepe3 MicALb Lii CUMNTOMMU
nepeunLln B BUPaXKeHy acTasito i
aTaKCilo, a TaKOX MOPYLUEHHA
KoopAMHaLii M'a3iB Ty/1y6a 1 HUXKHIX

KIHLIBOK.



Ha TpeTin cTaaii XBOpmMn NpUKYTHUM A0 NiXKKA i HETPUMAHHSA, 3
AUcdasiero 1 IpUMITUBHUMU pedieKCaMu, i B NiACYMKY
NiAAAETbLCA B CTaHi 3anyweHoro ronoayBaHHA. «llayieHT Ha
noYyaTKy TPETbOro etany 3a3BMyau NpPoBOAUB AEHb 3 MiATPUMKOLO
Ha pyKax y 6/IM3bKoro poau4a». EKCTpaoKyspHi pyxm oynau
YPUBYACTUMU @60 MOBiJIbBHUMM 1 3 KOPCTKMMU. [ IMOOK] pedieKcH
6y/1u nepebisiblleHi, asie 03HaK babMHCbKOro Tak i He
cnoctepiranoca. CraBaso NOMITHUM reHepasiizoBaHe BUCHaXKEHHA
M'A3iB 1 cnocTepirasnaca gacumMKynauisa, CroHTaHHa abo
BUKJIMKaHa NMOCTYKYBaHHAM. TaKoXX OYy/IM NOMiYeHi AesKi
CUMNTOMM HEZIOYMCTBA, ajie Ha TEPMIHa/IbHMX CTaAiAX MaliEHTH
6arato po3yminn mosy ®ope i Hamarasamcsa BiANoBiAHMM YMHOM
BiAnoBicTU. BUHMKAB CHMAbHUM XanaibHUM pedIEKC, a TaKOoXK
(iKcoBaHi AUCTOHiIYHI NO3K, aTeTo3, Xoped. B ogHOMY BMNaAKY
6y11 MOMIYEHI «ManKe NOCTiMHi HEBE/IMKI MMMOBINbHI PyXK, B
AKMX 6epyTb y4acCcTb pPOT, 06/IMYYA, LKA 1 PYKU>.
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Treatment ' = Diagnosis i

| po3po

| *Patient History ‘H-Eeli:iié(\)ﬁzﬁp
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*Supportive care
*Clinical Exam . w

- Analgesics for pain K $oA BUAKWI | HaZuyT/
- Physical Therapyto et *Electroencephalogram (EEG) L

assist with movements ’ . 2 D'StlngL“Sh from db; BUKOPMUCTOBYETHC

no sharp wave complexes 1
*No cure P P yCTaHoBax Yy pi3

- Death within 6-12 months - | *Imaging ineHTMdikauii CJD i niaBumLLyE

of symptoms - Rule out other PaHille Hepo3pi3HeHi piBHi NPIOHIB

g Neurological Disorders 110 TOUKM, KOJIU X MPUCYTHICTb
ENE| *Autopsy Post-Mortem AGEN Mim 3a Z10MOMOroIo

NEE il

Neurology




BMCHOBOK

Kypy, BUMEP/1a EK30TMYHA XBOpObOa nsieMeHi KaHibaniB y BigaaneHiu
[lanya-HoBin BiHel, Aka Bce Lie BNAMBAE Ha Barato aCneKTiB AOCAiAKEHD
HenpoaereHepaLlii. BiakpuTTs xBopoou Kypy Aano MNOLWTOBX A8 BUBYEHHS

HOBOrO KJlaCcy 3axBoptoBaHb JIIOAUHU, AKI Ha3BaIM «MOBI/IbBHUMMU

IHPEKUIAMK>. TaKOX, aMiNoigH1 6.1AWKK, AKI 6YIM BUABJIEHHT MiJ Yac

NOC/iAXXeHb XBOPOOU Kypy CTa/in 3B’ASKOM 3 XBOPOOOK AnbLreMmepa
yepes CniJIbHUM NaToreHETUYHUKU MEXaHi3M. |, MOXK/IMBO, 3aBAAKU UMM

NOCNiAXKEHHAM CKOPO BAACTbCA 3HAMTU NiKM Bif LUX «MOBiIbHMX BOUBLb>.






