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ARIE T DL LS TRIET DD T, VAR D IEME 2 FREARZ NI I ARE DD 2 WIS T D71
HLEECTHD, IEPFICBAL CIBRE S CIIA ZPEDSHEST LTI RIS, JERERF 7R Clahk 2 7t
S LS AL, A % OERR BRI M 7o B A R L T,

DT FVA AT ART AL 2020 1Z 7 VAR 2 IR A B E L7 —fRIERR AT SVER 5 D
ThHDH, NEOZWBLIONEEIZETEITART A3 K 35281280 AEN RIS, B
UNURERG 5 3T VAN 2 L A DR N N Q=YY i i RS - b G N gt - = R

2. BAA R4 EROER LA X

AKITARTAANTT T VA5 e OFEFEMET AV ATERGIE B DA ZEHE ) & T 7 VAP DB —
AT AL EGT BB T DR AR EE | O IBEOMFIERETT  WFIE 0T WFSE R 3 D3 4 R CHERR
L7 [BEEA & (i~iX—U 2 ) o BIRRYRERR O EE L TE, £, 7V RBERIHC LD 7 VA
IR BIR RS 2 Ok 29 4F 10 A 21 B, Melbourne, Australia) (2 C, [ZUAAIFBIRHT AR T A2
2017 12T, [FVAIFBIEHTART A222020 1 %27 =)V 7 AT a2 (CQ) X TIER T HZ L&k
TELTZ, I, Rk 29 FFE M IEEE S ROt 2 CERC 3045 1 H 15 B 3R FEOBFEE 581
T TUAARBIEDARTAL 2020 DRERK, HARTA L AERD J7 12 FIE (R D J57#145) 1o\ T
AW BB RS T, CQ WTIER T2 LB LTZ, £ D%, MffFRHIE ROMmEZR B A ChE
RERREUR N DIRENEEE T T2, BARKI HART AL OIERIT 15 FIAIZLL T Oi@) Thd,
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cQ 1. FUFfEDREER
CQ 1-1. FUAUREIFEDLS%EHEEMN ? (LUAIEZ/IKEHEFE)
CQ 1-2. TUAUREEDLIIZEHET S50 ? (UHEZ KEEHF)
CQ 2. FUFIRDHEE
CQ 2-1. MEMTVA U REFEDLSITEEN? (BlE 1F
CQ 2-2. BIEH TV REFEDLITEEN ? FER B)
CQ 2-3. EBHUTIA U REFEDESGEEN? (dLAREZ2)
CQ 3. FUF RN
CQ 3-1. MEMTVAIRIFEDLSIZZETEH ? (EFERH)
CQ 3-2. BIEHETUAUEIXEDKSIZEZIT D ? (Z1EMHXK)
CQ 3-3. EB/HTIA I RIFIEDLSIZZHTEHh? GEO )




CQ 4. FTIVFIRDEEENSE

CQ 4-1. TUFARDEEEITEDKSIZFHET Zh ? (FfH5h2)
CQ 5. FUFIEDRE

CQ 5-1. TUAURIFEDLSITHEET HH0? (FEHZERXR)ICQ 6. TUAURDEE - RikITx3 0B

SMXIE

CQ 6-1. VA URDEE - RIEICHTHDEHEMZIFRICEEDLSILGEDLH LN ? (AFEETF)
CQ7. TUFEDEL T

CQ 7-1. FUA VRO BELEFEICIZEDLSBLDNH LM ? (HRIEHD)
CQ 8. U EDEEXRIE

CQ 8-1. FUAUIRDEBEIIBICIZEDESHEDNHEM ? (HEVEHR)
MRS (AR MEHER)

(2) ¥ERFIR
1) JRERHER L F IR R LR DR ERR L= (2018 42 8 7).,
2) WHEBERE RIE, TR TOREMAELD T, Tha Mt 7EstRERE R I fma R L. B A

KO- (201848 H).
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E VA AREE - FIRORNOE, BRARDTZ (201943 H),

) WFEHE RS R, T V73 A B XOBRE SRR I FE o B RIS S GT
Nz, BhEEE THHH AR FESBEIO A AMRIEYYE 22 koK R ERD7- (OFO
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HEXDEEHAE
HEXT, HEDBSE, TETURADHEREM GRE) EHELT 5.
gk
1EBEPITHLTARIETIEERHET HHEDRS 1. TETURDFEEM A)
2)BEPITHLTARIETICLERMAETHER T HHEDKS 2. TET U ADHEREM C)
3 BEPITHLTARIZITHOANLERET S (HEDES 2, TET U ADHEEM D)
4)BE P ITRHLTAR I ZTHOANCEEBMR T L (HEDES 1, TET U ADHEEM B)

4 KAA R4 EREDEER EZDORIE

(1) BAA FSAUIZHIT5 Q0 BADIFEAIZDOLT

AFBIZONWTL, TET VAL LD EVMFTRIZZ LW AROERT CQ i ET D2 EMm
WEETHY, FEMNZII Y77 TU R AT 3 (BQUHHY THLDONIEEAE LR D8 7V A
TR ART AL 2017 N2k % B AREREBERERHMAE ORI RS R F I FEOx, IBEL TR CQ B
N T D2 EEMBEE R DR 29 4B A (RISt s S RO i S CUL e MR L7,

(2) IRIREZESNDRE - BEOEIFRZDONT
RIS DR IR IRIZ DN TOHARTAUNZEZD | RIRZIR TROLNL TORWERIE, Thz
R DLV Tt a LTz,

Q) BEE®RBREFLUVHEMERDEEIZDINT

KRIARTAANERRDE BIRIIAMICIN AT ST B A R e B i Bh 42 85D, KRTARTA
NERICHEE LT-FZE R | R0 8 13RS HE S B | 2= 1T T, s 3 SRR
Y ARy e

ik /URL
L. /NSRS, LS, FREECR, (LA EA, & AAEREGER) Minds 280 A BT A AR~ == 77 12017 K84 i
FHIE A B ASEE SRS REFMERY  (https:/minds.jeqhe.or jp/s/guidance 2017)




CQ 1. TVF UimDiE
CQ 1-1. TVFUREFEDL S HEREM?

[E%E]
o TUAVRIE BERFTUA 28D ABSERPE T, ETHTBRRMEHEEERED
—#Thb,

o TYFALDKEEILT A ER (prion protein: PrP) M IEEE! (cellular prion protein: PrP®) MIL{K
BENEIELTELSEEERE PrP (scrapie prion protein: PrPS®) LS TLVA,

o EFDTUFUIRIFH 1~ A 100 BA-FDRERT, (1) FRMEHNFME Creutzfeldt-Jakob &
(Creutzfeldt-Jakob disease: CJD) J(JREABH) . (2) &t [ :E{&ME CID. Gerstmann—Straussler—
Scheinker 5% (GSS) . BIFE M4 R & 14 AERSE (fatal familial insomnia: FFI)](PrP B FEEIZLK D).
(3) #1814 [ ERTME CJID (HEEFSHE CJD (dura mater graft-associated CJD: dCJD)7%E) . R
£ CJD (variant CJD: vCJD) [EM 1(TVA U~ DIREIZLD) (TR SN D,

o IFM CID DHEEMFFIZIREITHDRIE. BEIKIA. SAVO—XRGLELERLESMEES
[ZEDHH., LR RETHEDIEARRGILH D,

(#Z3r]
(1) FVAUROBE

TV ARIT IR R F T VA AN LD IRGANE” (mzEt) TEOER 2R MR B DO —HETH D, Fr
A7 B & OF B T =2 MR IR IMJE (transmissible spongiform encephalopathies: TSE) &6 FEI T 415,
TUAIRIIFEOREL A T s T2 NBRIRRIEYYE TH D (R 1), PVFIEFEOEFRERE TH
% PrPC OREENE(L LTz PP ZDOHDTHY, ZAUTL DT VA I T (7 VA ARGER) 13250
TR K> TR TERZ

PrPC 1L, 5 20 Yetafk EiZdHD PrP s 1 (PRNP) /6oL b, EICHHAFRR T, &gl %
R CRILCRY, o7 7 — B CRELMEITZ2\), PrPC 1T 253 T BRORY AT FRELTEA
S, BMID 22 T I8 (7 F AT TFR) SFHRRIFFICBRES I, SHIZRIER%1Z 230 % EEDONL{E 12 GPI
T INE D, 181 KON 197 FEEIIFESH RN TdhD, 8 51~91 RO 8 TI/FED X
WEERCHERDEAES D, — 7. FVA IR TIL, PrPC N7 07 7 —BHEHIED PrPSe I kL, N THiE
AR A R E UFAE 9 D%, PrPC /5 PrPSe ~DZE WAL PrP O SR E DL EE 2 5 TRY (B 2 — M
WEZETeIONT/2D) |, 7 UA YA Sl D PrPSe LHEfRL 775 EMIfE D PrPC 1, PrPSe 2855121 T
PrPSe |ZHEIEZE T HH DB 2 HILTND,

FEIEDIED PrPSe [ X2 ILE FURK (strain) EHFEIE VT VA5 DFpits O M B 595, PRNP D27
(AR 129, 2190 1E 7 VA AR OB RS MR RIZ B RITBRMET VA RIZBEEL T,

| (SI0ES) |
*7 a7 T —BITKR U CRRE & 22 M A R T IR R 72 VR ME 7 U A 2 O — B A3 "variably protease-sensitive
prionopathy" (VPSPr) & L CilTAFE#E 24TV 5 (Zou WQ, et al. Ann Neurol 2010; 68:162-172 1£7)>)



x1. TUFREONE
il (CHE=
A EDOT Y A P
A LA ¥'— (scrapie) vy, b¥
7 I AERRIRAMIE (bovine spongiform encephalopathy: BSE) AN
V4 #E (chronic wasting disease: CWD) vH
A R =
{Egelt X v  BNSE N2/
[ESR
B.t hO7Y A5 =N

B BARPECID

TR 7 —n— (kuru)

Rtk I MECreutzfeldt-Jakobd?i (CID)
"Variably protease-sensitive prionopathy" (VPSPr)*

Gerstmann-Striussler-Scheinkery# (GSS)
P F M ASIRAE (fatal familial insomnia: FFI)
BEMPPT I B A R— R**

EJFMECID (ER AR, T IfRRA] AR, RS AR,
WAL TATIE DS, 42 BAICTD Crfa )
ZEFRAICID (variant CJD: vCID)

(2) EbDTVA SR

ErOT VA AT OFFEMELLENE CID]* URIAARE) | @B AatE: (PrP s 1L FIZRHE) | @A

P (FVA L ~DURFELZE DHERIZLD) ITKRBIENS (3R 1),

TV AFOFRIERIT, AA 100 T AHIZVEMIEIELATHY, ITEDRETIE 2 ATITHIML >
SHD 2, DNEOY—_AT AT BRI OBEE T, &M CID 76.8%. BAGME TV A %
19.9%. BEAGMET VA5 2.8%DIATH 72 (K 1) o DEOBEGNET VAL J5HIE vCID 1 1] 3 ZfrE, 3
~T dCID THY, dCID (Fi E O EIC LA EE £ %

OB RO E LK 2 1R,

@
e

HTHE 154 I THS (2018 4F 2 ABIAE) . KI5

1.CID H—ARASUREEE(1999 F 4 A~20184F2 A)T
BIESNF=T)A 29K 3278 HIDHRE 448

ZREECID
(vCID)
1 5 (0.03%)

KSEEDCID

92 5] (2.8%)

3| EB/ETU AR {

BRItk
CJD (dCID)*
91 5l (2.8%)

'\145“(0.4%)
e |

/

65345 (19.9%)

BEOWETH
Lrnsapese, [ |MFEECID (CID)
dCJDIZ & EH 1546 251945 (76.8%)

-

(]

#ETAE PRNPY163X 10O BA L FAERNC A AR - AR E 2 F M e UTRIE L, RICTRENE
FEL, EHEIHIPP 7 I A FiLEZRODIEHMPIP 7 I 0 A R—Y ZADFRNME SN2 (Mead S, et al.

N Engl J Med 2013; 369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20: e67-69 (£7>)




F® 2. ErOTVFUROFEDOHRE GEHRIZEREDBRHRDIEEZSHR)

(1) 7% CID (sporadic CID) :

(2) EABPEZ VAL (genetic prion diseases) :

(3) %ts

P 7" U A% (environmentally acquired prion diseases) :

IR ARHOEAED T VAR, I3 CID OMBLIFIE, FRAMSREREE | HEE) L, 1 Bw 2T
SiE . SOITHEIRES - HEARSMRIERE, 3400 — X A28 DIRIEIREBE N IS T L, ) 3~4 72T
WEMER S ICED, — 5 C, ERORRIR 2 T2 R T I BB TR 35, TRIRODE T, PrP 512
R 129 L7 07 7 — BRI PrP DEWICBEL TW5, T4, a7 7 —BIohkk 2 I s
R PrP A RS TSI B O —FE (VPSP b S Q0% (e R)

BURMET VA IRIE PP BUsFOERITGERL . ZHOERNFSITND, BB YA E M
BARTHHH, BARHNR B RIMES L RAA L TOTHIIER T, FREANCITIFE RNTIIEE 23720
FEFIE LTRSS NAZE B D, ZEROFEICIY, ks ﬁ)fﬁ?%fﬂu PrP 7I0AREEE AT 5
HO[GSS ], CID BED AR LR ELE 7R3 H O [CID B GEfmtt: CID) 1., e M RIRIEFFD, Z
NUSMIKBISIND, IT4E, 2V PrP 730K — 3 AR RN SIS Sz (2 1)

AT VA RIL, TV TR ESNENE ST LI Lo TRIET D, DMRETELHL TODHE
IR AE % CID (dCID) 1%, VA TGS - e Ne iR L SREEIE D ARIC L5, 25585 CID (vCID) 1%, ¥
DT VA AT THDTIAMERIRIMIE (BSE) D7 VA AIERENT- B D DIREN S 2 5 TWD,
DED vCID FliEIEEE AL FIZ BSE ZVAUNERL QDI AT DS R E~DOERIEZ AL T
723,

3k

1. Colby DW, Prusiner SB. Prions. Cold Spring Harb Perspect Biol 2011; 3: a006833. Review.

Nozaki I, Hamaguchi T, Sanjo N, Noguchi-Shinohara M, Sakai K, Nakamura Y, et al. Prospective 10-year surveillance of

human prion diseases in Japan. Brain 2010; 133: 3043-3057.

Yamada M, Variant CJD Working Group, Creutzfeldt-Jakob Disease Surveillance Committee, Japan. The first Japanese

case of variant Creutzfeldt-Jakob disease showing periodic electroencephalogram. Lancet 2006; 367: 874.



CQ 1-2. TUXURELEDLSICEET HMN?

[EIE]

o TUAURDEREMETS LD ZEDE S THD. BEITIEDREELRE O R - FE18E
&% 7~ 9 Creutzfeldt—Jakob¥& (Creutzfeldt-Jakob disease: CJD) B 5 LISV, LLERBOFR IR
TETRTIERBGIAHY . REFHADOHBREEREDZIHTIEIT A RELT ERIZZETICA
n5(X2),

o IRARKAEAILES, MHER - IFHEE. 7 7&1T0. MRMENBEXIREEZTEHIEMNT
5,

[#%5%])
(1) TVAIREESZET M ?

B 2 IZ2Wr~DEf AR, BUREEZ2 R Ao 7 VA RO Al etk 2 5eD Z L3z Wr D 8 —#xC
&5, PRI TIEOFEHE /2 E O G HEREZ R~ T CID HARFILISMT, S RIFEIR 72 TR~
FEHII G350 | JRIK A O ZE MR B OB ClI 7 VA IR 8RR W AND, IEfE7RIRIE (F
TRIEE | FEAFEE , PEMUIRE ) DR | M I . MRI, I #i#k~ —F—. 7'V A (prion protein: PrP)
BA5F(PRNP) JFT WA IZ LT IR EZ BRIV T UA R DRI A ZWT3 2,

BURE AU CAMEDSRE A S AV ARA IR IEI 72 < RPIERY - SCRFRZRTBIR O 7 H N L Ch D, Bl
{E. PrP D5y FIRRE AR E LT IRIRIE D BRI H T b,

PRI ASR IO 2 SIR R DR EZ S RS L2,

2. TVF UmEEADER

BEOSTVF A IRERES
A
[ |

CIDH BB DR CJD L
RUREITHEDRIER U O A RER (MK, SRR/ | or | LBMNBRRETEORMARER
RORIEIR, SAVO—XR REER, EEHEES) (MRS ER . BRRELRLE)

( J
BELODFIvoRL b BH LERLRE
RIKE BIEEEOFE MERES (hEBZRN)
BEE: ERUEER (EEBHE. TERRFERL =K B2 (P #ATE R #AE T )
E)~NDREE MRIGLEGRAER THIES)
HERE  XESOFERE BSEEFADRE)RE AR ET—h—(14-3-3BH -2 BASEIE.

RT- QUIC%EB %)

TUFEA PP BEFRE

O\ [eEEoRs

(B8 - BEE . 7L I NAT—I512E)

| ZUF % |
RELRBHA
A
[ ]
HFMECID REETY AR WHRETVA %
(22451, JESREGI) GE{R1CID, GSS, FFIIEAH) (ERECJID, ZRECIDIFEA)

CJD: Creutzfeldt-Jakob & . GSS: Gerstmann—Striussler—-Scheinker J&. FFl: R B IETERSE.
RT-QUIC j%: real-time quaking-induced conversion i% (BET)A L EADIEIEIZLIERERYE)

(2) TVARDEE -RIEXIE. 2EXIE
TV IFIE T EER O BB kT D E R B A1) (HERTE) OFRTEER O 1 STHY, ERE
a2 T B LN TED, HE rﬁi&n“\»—AA~°/“Jz:/§7~—@ HP (2%, [EEEBEE D, —mT &



OEREEE mHERAEHIS TS

YT RIR—bFRy T =20 HP ICEERER GRS TG 2, RTOT VAR
ETDRETVA AR - FER TOHRDI FRE THD,

WFICHI T VA AR OV —_A T AEE B TT VA AR OBIFE IR ZT> T D, CID Y —_47
Y AFEBREMUT CID Y —_A(F2FE B REATBE NEDLEHE RO CID #H24 F LS
([CED 3 (BERALE L) 22T HILNTED 3, SHITEERLFEHRTH T2 LB HE O EHIT>T
VD3,

TUARITE 5 FERYYE IR ESITRY, ERNTZEME 7 B AINICREFTIZEIT D 2803855
DIFHIL TS (Ji HZE - http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdf) ,
¥, TVA RO IEREIRZE, FARDLOYE | G T Bk R I3, FIRIC IR AL EE TH
%o TVAARIEGI OFIRE N DWW TREA T B E O FEBEO X352 1T DL, Fio, B APtk
TTVAAEGIOFIRR TERNGEE D, 7 VA HEBRAIRR S F AFURTREZR % 2DV CTHFZEBEIC
WA DENRAEETHD (WG bR VA R — AT 2 K OUEGE T P52 B8 5 i A FE 8E
%5 HP:http:/prion.umin.jp/index.html) ,

Xk

1. HEBREE®RtE % — — 23— (http//www.nanbyou.orjp/) :
TVFUE (1) 7aAY 7z - ¥a7 (CID) (http://www.nanbyou.or.jp/entry/80), (2) 7 /LA k= -
A RaA AT — « A 2 F7—IF(GSS) (http://www.nanbyou.or.jp/entry/88). (3) BICM:FEIEAIRIE (FFI)
(http://www.nanbyou.or.jp/entry/51)

2. YaZHEYAR— bRy U —7 (http://www.cjdnet.jp/)

3. 2ETY A REE - FIES (hitp:/nanbyo.jo/sapo/prion/)

4. BATIEFBIFATEEAMEDS  ERMRESTIRMIIEEE 177 A i R ORI 7 A L A ERGWEIC B3 5 TR
WGEHE) « [V A LR OY—_A T R L YT IHIC B9 2 FHAMFSCHE] (hitp:/prion.umin.jp/index.html)



CQ 2. TUFHEDRE
CQ 2-1. MEMTIVAUREFEDK I TREMN?

[EIZ]

o HAETILIMFE M Creutzfeldt—Jakob JF(Creutzfeldt—-Jakob disease: CJD) MTYAFEDHI 4 4
D 3ZEESH. TUA 2 EH(prion protein: PrP)D R E%E RIS SHEEE(X7<. PrP E{&F (PRNP )
[TIRIIZERZROLEL,

o HEMFITIIRRICEITT HRAMEREIEZICMNA  EB KA. SRR - SEARSMREEIK, SAYD—
XREEL. RENLH 3-1 HNATEBUHESICES,

o XK £ o FE HA 4% B #A 14 7 ZE (periodic synchronous discharge: PSD) . BEER MRI i &% 58 58 (%
(diffusion weighted image: DW) THD KN E B PREEDESES . NEHEAPOHRIVELL 14-
I3 EHDEEMNERRZEDSE LD,

o PRNPIRY 129 SRLTOT7—E &M PrP OO IRAL T OVMENIEREHEAAHETS
FEHERRBEAORERMREIGHEL. MMT BIARLHBBNGFIRZE9 5,

[#%5%)

IMFENE T VAP ORI IMFEM: CID THY |, Bk Z LI H S S CV% variably protease-
sensitive prionopathy (VPSPr) | &, A Clr3tid THi T D, IFEME CID IXEN VA IR OK 8 Fa 56,
T 100 NI T ANFREEDSRIEL  FEAESRIT R FANTIRIE—EL TD, 60 152D 70 i KD FEAEN
23, 80 %U\L’G@%r%ﬁﬁf“ 1720, HER LR RS (World Health Organization: WHO) (D72 [y 2 e
DA FANDIDD, MEEZWHNI IR R R AN THD (3 3) 123, ARG ORGRZ WX i)
Ko THDHN, 7 Lﬁ.%ﬁiﬁ#ﬁﬂiﬁ”fﬂ%&)é“ 5o IR F A TIT RN BB MR RIS MRIR A Lo A
— A, MR 2R | §T PrP FLiA% - S et A i 79 AUE, PrP ILE DSBS 3,

= 3. MM FE M Creutzfeldt-Jakob SR M oW %

L BERMMS WS TUD 2 I L YE (Masters 5 1)

A. 5245 (definite)
R ERRT L, Fdr 22 Ty Mo Y i TN B VA R AR R,

VEIFHEFA (probable)
JERAT RAITARAS LU D 1-3 &4l 7,
L. A T MR A

2. kD ATEE Y 2 THH LA EAZ T,
a I/ —XA
b. FR FE T MR
c. PR F7- 1T IRS M R AE AR
d. VS

3. bRz b M R 7B (PSD) 25880 %,

C. &\ M3 (possible)
LEDB D 1 RO 2 2072325, g L PSD 2 R<GE,

1L 5K W HUE (WHO 2)
LRLOBWIEENAED C DR M (possible) IZADFIT, I _E PSD 237a<Th, IMEBEIZ 1T 14-3-3 BADRS
FUERPRARIE S 2 ARG O 6| 1 XTI (probable) &35,




IFEME CID 1TV THARARRE RIS T 57 v T T —8
EHUED PrPse X, v R& 7 ay MgFTIZED 1 818 2 BT
SFBNA (X 3), PRNP 2Ry 129 2 (AF 4= %HRET
o MM Bl UL ZATaTED MV BILRETRS VV
HNEDF A HHIZEY MM1, MM2, MV1, MV2, VVI1,
VV2 O 6 B/ BES L, MM2 B e RS BRAT R X
BIERRRNZ 3T H5 (F 4)° MM BISEeb B3 %<,
MV1 BB HAN)Z CID DG AR LSBT 72 5
% 56, MM2-F B R ZEBHE O KRIM R e R A ERE UTof%
PRAETTIE DR 2 B L MM2-FR PR 340 PR 28 PRI T 58
PEEBEMEARIAE &R X2 BRI Z3IiT5, MV2 A JaE )
ARRER CHRIEL | RRIR7Z2 R A 23D, AFTIX vv2 A
1D TR THY, VVI iﬂ@%&%&ifm VST

FEME CID OEGARFGE T 3 #ITTbi, & 1 HcidfE
:@@é@o%ﬁﬁwxﬁﬁﬁ@ﬁTvﬁﬁﬁ%ﬁ%O@
)55 DO IERF BAPEIRDGRO DD, 5 2 HIFRIFERE
@é@;%ﬁb‘%7u~32ﬁﬁﬁﬁ6;@ﬁimﬁﬁf
i%&%®mﬁzfﬁﬁ%®ME,ﬁ@%%ﬂﬁﬁw‘

X3 JoF7—tEERMETIAVE
BPP)YDHTRATOYy MER

=
- » —— 21kDa
- ——19kDa
1 2 3

BERETVAVEBRSEANBRERCLEL:
®ICOIRALTOYNT BE, EHEOBEIC
KUY 3 DDNURBELD, REDFEDELN
INURA 21kDa fHEICHIRT ALIE 1 B4
2 EHB(type 1 PrP®), 19kDa {HiEIZHIET L
£ 2 BT A EH(type 2 PrP)&F B (kDa:
kilodalton),

(Lane 1: MM2-Z B RUFIF M CJD 5l Lane 2:
MM2-tRER B PN F& 14 CJD 5. Lane 3: MM1 &Y
#MFtE cJD )

~=T HEHUE, S DHID, 5 3 WIS IR L720 | BRBCE REIERCJ g iz
EEY D, Zliiﬁf if’ﬂ#é&ﬁ) 1 AELL BRI 205, BEEMIE S8 2 FTORBIZHORAI LD ZE1372<

TR RAOAHERTEIC LY RIIEM 5B AN TS 29,
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%= 2.

MFEMEIOLYTTILE-VITREER I OHEES SV ERKFREZ RS

MM1 B E: MM2- R B MM2-3R ER & Mv2 B R vv2 B
Cod':::;fg;ﬁ Met / Met Met / Val Met / Met Met / Met Met / Val Val / Val Val / Val
Prp % Type 1 Type 1 Type 2 Type 2 Type 2 Type 1 Type 2
N HHRB SAI/O—-XXB REREMSIE EENRAR.
OIS B 1) P
PRI 05358 Heidenhain & Not established (PN 4Bt S ERIE ) Kuru 5 Not established Brownwell-Oppenheimer %
SHE
B K45 (%) 67.6 2.7 2 2 9 1 15.7
ABH (%) *  85.3(MM1+2 M 6.7%% =) 2.7 6.7 40(MM2-RE+RKRED 1.3%&E L) 1.3 0 0
ERERAT R
REERD 65.5 (42-91) 62.1 (51-72) 64.3 (49-77) 52.3 (36-71) 59.4 (40-81) 39.3 (24-49) 61.3 (41-80)
Ex 10D 3.9 (1-18) 4.9 (2.5-9) 15.7 (9-36) 15.6 (8-24) 17.1 (5-72) 15.3 (14-16) 6.5 (3-18)
ZJ:opAN 28, 2ERET 2 EAT D RHE L& " . - - §
REHL CD OB, BREFEORA s T HEBET. pTEORAMELARK HB BT R BT TRE . DA
ERAE 12 . TR SR B . isaiben -
*Eﬁﬁqk = L RN E%ﬁﬁ:@ = [
2HHO—XZAD
I (%) 97 100 67 50 77 67 66
PSD O HIREE (%) 80 71.4 0 0 7.7 0 7.1
REHERT D = a o o __tm e s =
Tt5a e Bt Bt Bk Bt ST Bk Bk
RIEZMR
BCHATEE —IROBERE. i B LR R DI A W E R E TR OEE
L T R R T RETHETS *EEEL"FT") THRDEERE VV2 S KA RE LREARDEEH R BT ERETEZOESNE
REREFR  srlelzsmscEomE s SRR ZER MBI Kuru B8 " o,
R ) N (FR =B INKREXIZEAERL - IV, BN ERIER=N B BRRELCIIREREBICERS
VW2 LT AN TS—4 _ _
. —5% RFHRE.
PrP i S IRE ZRABORE iy B, EHTHLLF IR T R
i Btk LD e

R 6 &Y —ERE

Met: methionine. Val: valine, PSD: fiix;
* BEAMEMKE NGEERZMEAAOIMFEE CIDTS5 BIlDfEHT (XHK 5 KYRZE)
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X _E D B B EATE A E (periodic synchronous discharge) . PrP: 1A &R (prion protein)




3k

L.
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occurrence and the significance of familial and sporadic clustering. Ann Neurol 1979; 5: 177-188.

WHO. WHO Manual for Strengthening Diagnosis and Surveillance of Creutzfeldt-Jakob Disease. World Health
Organization. Geneva, 1998.

JE AT B e B PR B R FE 3. B I ANV A GER AT IERE. 70> 7 2L b Y aZ it~ =7 /v
(EiThR) . 2002
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CQ 2-2. BIGMTIVA UREFEDK S TREMN?

[EIE]

o BIEETVAUHEEFX. T)A > EH(prion protein: PrP)Ea—K 3 3 PrP 5&15F (PRNP) MD&EIEF
ERIZKVELDTIAHETHD,

o BHHEELT. DIMFEME Creutzfeldt-Jakob f&(Creutzfeldt-Jakob disease: CJD) [Z$B{Ll D EGERfE
BEZ 29 5E M CID. QF/NMNEME OB FEGS CHELL-EBRKERZEL. BR
HEIARWT LAY - RMAA RS — 2 ¥ A2 51— 7" (Gerstmann—Straussler—Scheinker
disease: GSS) . QA RA E B R MR RN IEE LI ER IEME AR SE (fatal familial insomnia:
FFD . @ZDftalzs3hnd.

o ZHDELFEENBESINTLSD ., BRKEBARTILECFEEDER - ERLNELD
[Z. V180I, M232R, P105L [, EICHAMGHRESNTNLIERTHD ',

(%3]

TV AROFERIE, PrP ERIZNLEAE N IEHF A PrP (cellular prion protein: PrPC) 725557 Prp
(7'a7 7 —BE$HUE) (scrapie prion protein: PrPSe) ~EREIEHAILL . D PrPSe 233 5(Z PrPC % PrPse ~&
WSR2 (Y R EVE) ZEI2H D03, £ D PRNP \ZBn FAERPGFIETHZETT VA IRN
HEUDHEXC, BEMET VA IRERIT 5,

BT VA AR IS T 2 AT 038D, OIFEME CID (AL OBRIRIE A 29 2850 CID, @F
B/ NI ZE MR RS MR BRI L T BRI E 2 A L R R S B S R I IZ72% GSS, @R
fR72E D BRI AT E 72 FFL, @FOM, ThD, TNENOV T IAT ERBIE TR RERITEL
DT (F5),

x5 BEETVLFHEOY T4 TEEGFER
@ &M Creutzfeldt-Jakob %5 (¢CID) : P105T, G131V, R148H-129M, D178N-129V, V180I-129M, T183A-129M,
T188A-129M, T188K, T188R, E196K-129M, E200K-129M, V2031-129M, R208H-129M, V2101-129M, E211Q-
129M, M232R-129M, Condon51-91 ins
@ Gerstmann-Straussler-Scheinker J% (GSS) : P102L, P105L, P105T, P105S, G114V, A117V, G131V, M187R, H187R,
F198S, D202N, Q212P, Q217R, Codon51-91ins

@ BIEMEGEREMERIRAE (FFD) : D178N-129M,
@ O Y145stop, Q160stop, 2bp-del at 178[203stop], Duplication of an octapeptide repeat

BEAEFEROFEICOWTL, BINEDAETIE 4. BRI EDODEDEERET) A RO
RELZ O BN B2 5, WO TIE 200K 28 BIEFEEDR

B2 %< (39%) . TRIZ V2101(15%) & D178N-129M :Z‘:‘;T
(14%) MRAFREIZ 2V (BIn T AR ORTEITHOWVT: 26% = D178N-FFI
DI78N-129M |£. PRNP DR 178 OF A/ ST BN oo — P102L.GSS
(D) BT ARTHL (N ITERL, EBIT, BROBHDT | rosco s tmcrer § i
LALDIFDARY 129 DTN ATFFH = (M) THHZ 120 insertion
LxEFDT), DOBETIE, VIS 23 —FZ%< (40%) | = vigol
YT P102L-129M (19%) . E200K (17%) . M232R (1 iy
6%) . P10SL (2%) L52< (121 4)., BE e
TNETICHESCODIRE T2 84 PRNP 11T P s
HRLIZHDORE 5 ThDH, ZL<RAR AL R THD i
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2N, T AERICIVEAD C RENEL2DHD, IR 51-91 fEIKD 8 7 /DI — MEBALIZ K
JeSoAf AN Db DL IES TS,

AT RULE Y ORI A L D08, IRERITE RICI REERD VISOI X° M232R [ FENIIE
B OFNIRD TENLTHY  AREIMFRHIEL THIET S,

ORENZEL RONDERIET VA AT DY T HA T IO TR T D,

5 BEEETIVFUROT)AUEREET (PRIP LOZEERORE

W

E200K
N171S

DI178N

Deletion/Insertionn
— 16, +8, +16, +24, +32,

M232R
M232T

F198S
+40, +48, +56, +64,

+72, +96, +120, +144, E196K

+168, +192 PTA Q217R

D167G Q212P

HI87R E211Q
Y 163Stop vey
TIS|A V208
R148H TIS8R D202N \ ponsp
G142Stop T188K

V2031

Y145Stop

HATELEEFEEIL., V1801(40%), P102L(19%) . E200K(17%) . M232R (16%) . P105L (2%) T#H D hS.
FR N TIE E200K (38%) . V2101(15%) . D178N(FFI £!) (14%) . P102L(5%) . D178N(CJD E) A ETH %,
V180I, M232R, P105L [ZHhMNEMSEICHRESINIEETHD '

(1) V180l £ GEf=tE CJD)

PRNP DR 180 DNV INAY AN EBLT-H DT, BARZ BT IT VT CHEDE \ifffg'
CID Th %, DREDBIRIET VA IR 40%4 15555, FEIEAFHRIE 44-93 7% (1) 76 E}Z)
JEHIIEAR 1.9 4 TH D, VM CID JVFIEFERL0m <, JVEIR i a L5, mikiEne (5’%
Rl AT RLER IR ERE) TRIET HIENZV— T HIHNZIIIA 70— XARIEH) G0 'JFEE
FNTHD, MRI BIEARHEAITHY) . HLERFH R TR E (BB T LTEABRS) - B LJT
VIREE T RRRD BV KRIMEE D3R O pT B2 2925 2, B CJE BV R 1M A% B (periodic
synchronous discharge: PSD) 235785 HVABIIT 720 (K9 12%) . K (cerebrospinal fluid: CSF) 1D
14-3-3 FRH., BAVEA, BT VA48 A @R EHE R (real-time quaking-induced conversion: RT-
QUIC) DGHEFRITIR , ZEIENFEIEFFHD TENTHY , BIn FRENEZE THD,

(2) P102L ZE2 (GSS)

P102L [ EJuN Hintsk (FE VR 5 . fRi ] - e 8 O A BRVER J32) W EBIAMRAEL TR0, BRI S RO EIEHIZ
H& 3 WIFEEROYE)E 55 7% (38-70 i5k) T, AfRildiE 4-7 £ Th o7, SEHPRIEFWnIT 55 ﬁzf%éo
TR GEBNVRGRHMEAAT) 22 E OIEBN I CHRIE T DHINTEALE () 90%) T, 2, 3 FEALCRRENE
(BB IR o347 — AN BT 5, Z0%, RURITERESTURENE S 0 DI E D, (K
TR A, AR TMESCE R, TR E 5D, I 70— XA —RIZFED e, FHE
JE - ffﬁhf%?éﬁ;ﬁﬁz))%ﬁ%ﬁd\ﬂu SMERELFARZ SO LML, A —FIEN T, [fl—naky 129 2%
FFo O THIERITGEWV R HHZENH D, FAE MRI O DWLIWIHII T E 1TR8D DIV, FERD
EITICEY KN E B E B2 ild b, MR SPECT OFE & Tk, JWATENIZ I/ INMO ML i
DB, PSD D HER TS, CSF O 14-3-3 B HEE EROBMERBIR, 2B, 1ZEAL
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@ P102L ZRIZFICTLILDOAR 129 [IZAF A=%D PLO2L-129M TéhAH7)5, P102L-129V O ¥4k
il 4l2& Bl 129V TITEMEHRHIE N 12 FELREHIRTHY | 8 CRIELRAIEZAH L o7,

(3) R BRI ARAE (FFI)

DOETIL FFUER I THD, YA REEORBIRIERAE LD JEEL OB AIREZ 275708, £
DA A FOZHL (DHH-D>O)IRAE, LT, TAZE, BEMREERE | R4 RO HBLOR% | R
i DRSO TR B E R S R B35, MM2 AR IR & i RS R 2MELTUN D, PRNP D8 AR 28 #1% D178N-
129M Té%, D178N LRILTLAADARY 129 (23 (V) FEIET DL, FOEBIAT CID LR
DIZ72% (DI78N-129V) 5, 41 JEBIZFLDT-RAY DG 6 Tl FHITIEERIT 56 . s o H
FAEIX 11 22 H Tholz, 2R 129 ZRIOFSEIZIVIEROFEIL, MM TliE, L1034 70— X A0
%< MV BT, BRIER, IRIE., BV TR 80 bz, MR HIRTIE MM B 5 235 U CREn -7z,

Sk

1. Kovacs GG, Puopolo M, Ladogana A, Pocchiari M, Budka H, van Duijn C, et al. Genetic prion disease: the EUROCJID
experience. Hum Genet 2005; 118: 166-174.

2. Qina T, Sanjo N, Hizume M, Higuma M, Tomita M, Atarashi R, et al. Clinical features of genetic Creutzfeldt-Jakob disease
with V180I mutation in the prion protein gene. BMJ Open 2014; 4: e004968.

3.0 EE SNV A Ry e va haf AT — - U A U R BRI A B & R M e IRAF SR
FHE (7Y AP LOERMEY A v ARGYEIZ BT 2 &N TEEE) 7, 7"V A 5 & BRIE Y A /L A RYYE.
SR RS O 2010. ppl124-131.

4.  Young K1, Clark HB, Piccardo P, Dlouhy SR, Ghetti B. Gerstmann-Straussler-Scheinker disease with the PRNP P102L
mutation and valine at codon 129. Brain Res Mol Brain Res 1997; 44: 147-150.

5. Zarranz B, Jaso A, Aldana I, Monge A, Maurel S, Deharo E, et al. Synthesis and antimalarial activity of new 3-
arylquinoxaline-2-carbonitrile derivatives. Arzneimittelforschung 2005; 55: 754-761.

6. Krasnianski A, Bartl M, Sanchez Juan PJ, Heinemann U, Meissner B, Varges D, et al. Fatal familial insomnia: clinical

features and early identification. Ann Neurol 2008; 63: 658-661.
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CQ 2-3. BR/MTIVAUREFEDKSITREN?

(EZ]
o TVAUREREMHELIGEDEMTHS, RATHOMHA ML, TUALERELTFEE
DRI GEEMH) . thDEMCEMDSRELI-EEZLNDDNCDEFET AU HETHS,

o IEFMR T, 100 BEMADBREFSISEHCLIE/ETIA KT LULTD 4 DTHS.

D RTT7=2—F=7 0 kuru TRAZBICKYRKELI=D,

@ ErOBTERLYBRLEZERRLEVEFICLSEE. AEEFDELEZLD,

@ LHLEIEHADKRZORREROIEIIROBERLIVEON-FIREERIBEICELSD

D,

@ HVBRRNEERBL-FHERREEINT DIETRBLIEER Creutzfeldt-Jakob
J& (variant Creutzfeldt-Jakob disease: vCJD) ,

(%3]

BURE RUC L R RUZE A IR T VA LRI KT D2 80320, 7' U4 2 [ (prion protein: PrP) i&
BA-DaR 129 BAT A =2 (M) 72DH SV (V) 72D EEFLF R PP D55 183 19KD DX A~
272D 21KD DF AT 1 72O TGP T TSIV TODN, EREGLA 5| EEZ T Di%, M1 7 U4
(MMI1 > MV1) 7>, V2 7UA42 (MV2 2> VV2) THHEZEZ LIV TND,

kuru [, #% O AMEGARE LB 2 DAL, ERIICKORERBSIIE LTS 1957 AEDDILEAE 200 4 DL %5
PR AN (ANA 2 TADER) , R ABEZEIEL THBITR 2 1B L TWD, V2 7 VA
DIEGETHD, LinL, BELRRN AONDEVOHAENRINTD,

PR AVEAEGNL, HE | AAE O IR M ERIL 7S IR T O T SRR, BT
(I TEETZ LD, 90% LA EOSERIE, V2 FVA L DY THh 5,

TR AESESI T, DAET 150 A a2 DEE 2 UTERMET VAR ThHL0, 2Tt R 071
F T 27%D 60%Z DN ETHE LI LR THERISNIZHDTHY | FHZOMNE O B DRI
FTVEWDHIFERIIAR, FIZ AR RSN OO TIZEAE NI EN B H5ERTHDH, 99—
1o/ DOAIGEM: Creutzfeldt-Jakob B D HLRIEY . M1 VAL EGED 70%., V2 T VA JEYLDS 30% DHE
TRt ihg,

vCID %, T 180 4 & x 2 EFE A L TV, WERDAFEMET VA LRI TIT AL o T il A 7R
LTS, T S ARRIRIMAE G A= 00 I PR Rl A B 2 2812 LD H YL Th D, vCID D
1 GRS W ERDIBIEFTIAFEIEL . 2R 129Met/Met DIE AL TLANERGL L9\, F72, DANE
IZZ\EIGFTETH DR 2190ys BIEGLL LT VR G AT CTH D, YL 727 VA AT, T AR IR
JED T VAL DB RS TODDFTHD,

SE Xk

1. Kobayashi A, Kitamoto T, Mizusawa H. latrogenic Creutzfeldt-Jakob disease. Handb Clin Neurol 2018; 153:207-218.
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CQ 3. FUXUEDEZH
CQ 3-1. MEHEITVAURITIEDELSIZZMT EMN?

(EZE]
. Eﬁb‘ﬁ SETCILREIEE. 5 ICBRBBLEANB LUHRENEZERIAEETH D BHEEER
BERIRE (32 MRI 12E) | X E B8R (cerebrospinal fluid: CSF) 1RE . MEHRELEZITL.

11130)4’%,%&@ﬁ%ﬂlJ’é?:roT:J:’GﬁEE‘EE‘/)l%ﬁTéo REICKVEBRRBANELDIILITEELLZITA
(EUMFAELN,

o ERREDH T, MRl IRETHRONDRERRE RO THLEURFAEE (diffusion weighted image:
DW) DEEFRISMEM T VAV REOZEES LVERZEHICERTHS,

e CSF M 14-3-3 EAPHRAVEAD LRIETIVAROZHELVEIZEICERTH S,

o fRIEE CTIEREHAMEREAIEME (periodic synchronous discharge: PSD) AMF T R THY . 7
DAUROEZEHELVERZEHICERTH S,

(fZEir)
T IV NA = —HZ ZE At i‘ﬂf’% ICD &ﬁ_%)wu %ﬂ%‘éﬁ'@ﬁ?’i’ibéﬁﬁ éﬁ,‘}DJ[Jﬁ_%)f_ 12, & %D*)&ﬁb*ﬁﬁ
B A CSF A, M MmARE 21T 12 (R 6)

=6 MEETIAVREENTREKE
1) HHERZEMER T A R
L/ MARIERAE
HEFTVERE F PR
« R B B FE A A M E
2)  fRH IR LRI RE I TE
- FEAF
ShI YT E
B A EEIC L AR e
3) YL b e
AR A 7
 HEF T2 BME FVETMERMIE : PML (progressive multifocal leukoencephalopathy)
« B~ L~
4 e S < IS (BRI B o i, VAT T A —=)
HE SR R
IRE 72, ¢ T I AR C A A
ARER SR NMIE
7 A — LB E
< I
< IE [ 7K HEE

EEARIEARI T 20 THH A3, BRI (1 BUR! Creutzfeldt-Jakob 973 (Creutzfeldt-Jakob disease: CJD) . MM1)
EITHERR BRI I DN 2, T4/ n— XA MRS EECHH, TR EZSOL A 3-7 R
F;’C“ﬁ@ﬁﬁéﬁlﬁé 340 JEHALG] (fthod CID 7 2 A7) OIERITREAREITIE I S R I e 0
PSRBT A R ORI A A, IERITZE THD 358, (F 4)

ﬁf%ﬁﬁf BEH MRI DWI 232 W12 i Cdhd 11, DWICIE, KAMECE Gl s I AR T) &AL
B2 CRRICBRSRARHT ) ICRFE B R T 520200, KINABEIZRFE 5ARI72, o, 5
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MRI DWI @ B A5 5 OEAL Tl apparent diffusion coefficient (ADC) fEIZAK T 352 L2350, FEHA
FINDWDDHHFED CID Y7 Z A7 Tld DWLICTREE B2 RSRWLHD, (3¢ 4)

AL TG T LA R TR B HY | BRI W AT ENEE CTH D 1214, FEZFIEMED DT
FEMET A A EREARIGIE X7 VA R L U7 B i A 7R 37728 | arterial spin labeling (ASL) {4
RIS > T T 7 4 —T2 & DS REII G % [RIRFICHR . 3 A2 X2 W o T e s, Fi-, M
TV TlE DWL DEEAE 545378, [FIELTO FLAIR & TIZH G2 B 15 52307\ -
. FLAIR E[{§ TG R B EE 5030055137 VA R U OIS B T & ThD,

CSF M Tl 14-3-3 B ADHBIBOZKI L HEIE H O— 2L L TMA LTS 15, I T VA
F D CSF 1D 14-3-3 MA LKAV EANZWITA L THS 1619, Lol IR HIHE ¥ & CID 74 A7
9T, 14-3-3 LAV E A OREIT R D, £, T VA R LSOFRETY 14-3-3 FE H 0%
AUBPIEIGMEE ST IEn DD, BER T YA B B R R E HE 15 (real-time quaking-induced
conversion: RT-QUIC) (2T CID f## D CSF O RFE TV AL AT 52 L2kl 22l Eo
BRED RS2, (&R T)

K1 MEETIVAUBICHITHNEHERPD 14-3-3FH L
RT-QUIC ICK B EER T+ L EADBEEDKRE

BER®RE FESERORET faEt
RT-QUIC | 14-3-3ZFH | RT-QUIC | 14-3-3&H | RT-QUIC | 14-3-3&H
i 1 s, $

3 rijéﬁ;;;ﬁ“%ﬁ 51/56 52/56 58/67 64/67 109/123 116/123
avko—)L 1/52 23/52 0/51 13/51 1/103 36/103

‘&t 91% 93% 87% 96% 89% 94%

- MM 90% 97% 90% 93% 90% 95%

i MV 88% 82% 88% 100% 88% 95%

Y 100% 100% 92% 100% 95% 100%

HEE 98% 56% 100% 75% 99% 65%

R L CSF AL O AR DRI CRWEEEHIF DN TED 22,

Jibd 38z A A CIE A TKI 70% F2HE PSD & 22743, FEHRLE]Tld PSD 2R~ 372 lilh D 2,

Bz, AR EH4ES (World Health Organization: WHO) 5272557 4 (3% 3) | EuroCID 2 2L MERL 42
24(3 8) . NCJDRSU> (& 9)Z7~ 90, A RA M EX I8 h %+ 01778l L CAREROBZWNICE
HENEETHD,
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%= 8. 3—0Ows\ (EuroCdD) IZH I+ B MFE M Creutzfeldt-Jakob SEDZ MR (Zerr et al ¥)

L BRI IER

A A Ta—XRX
B. MR B F 3 MMER
C. HEIRBRFESE S/ T MRS B s
D. fEEEMS
L AR

AL I EJREAMERIEINE R (PSD) &7~ §-

B. IMRBETR 14-3-31 & ARG

C. MRI $EHCE 812 (DWID) XiE FLAIR {31 CRMRES - Bk E721 3 RN s8Ik 2 #FTbl EEfE &
%E‘U&)é

probable CID: 2 THERENEZ 2L, 1D 2 A P EE T 1 B P& 60
possible CID: RUEEITHRERIEZ L, [ O 2 I H LA EBMEARL , RERRFIED 2 FEAN THDHH D,

%* 9. IMFM Creutzfeldt-Jakob fEMD KT EL# (NCJDRSU 2)

1. 5245 (definite)
HELTHE O RIEGEREZ 2L, R
7RI BT B, FE iﬁixéf/?‘lﬂ/l\

LA Y B IE TN R E U A & I . 2o TR N AE
MR, II. k@4IEE 2 IEH DL EATETE T,
A IF/E—XA

1T e I (probable)

(D 1411+ 11 B. #H E721 3/ NIMEIR

C. SEMIES F72 TSI IR

@I+1I+1V
(3) 1+ 11 + Rt B 14-3-3 T AR5 D. #EEHERES
(@) ETHEDFRRRIEIERE + REArREIE sz bCJE AWM (PSD) -5sd
FIFMONEZRD RT-QuIC B IV . MRI;T%&@%}%W% (DWI) £721% FLAIR [ @2 TCRAIRAZ -

RICTREFEROD,
3. £&\ M (possible)

L+ 11+ R3S 2 AFA
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CO 3-2. ERMETIVAUREIEDKSICEMT HM?

(EZ]

o BEMTVAUIKBIIERBE(CKYEIEM Creutzfeldt-Jakob i (Creutzfeldt-Jakob disease:
CJD) . Gerstmann-Straussler-Scheinker disease J& ( Gerstmann—Striussler—Scheinker disease:
GSS) . B R & AERSE (fatal familial insomnia: FFI) [C$ESt . #HEFMATR . REE. X
MRI &, [ 2 &% (cerebrospinal fluid: CSF) RE . BIEFREDHEREEICZMT 5,

o GSSIZRITHHR/NMUEMELGEESO-REEDHHE. CJID [2H1THEEHED MRI L RGREAE B
(diffusion weighted image: DWD T RKINEEOEEDEES. ETOREIZHT5 CSF BE
TO 14-3-3 EALIVEQATECERER T4 EO S REENFX(real-time quaking—induced
conversion: RT-QUIC)N B2 ERICERATH S,

o FEZEYHHRELLT, DIT8N-FFI TIEIRERLISMREEZ AR ET HAEH. P105L-GSS T
(F/S—F2 V=X LEEARET HREH. VI80I-CID TIXREEMNLL, TILY/NAI—HIED R
FYERREEET HIEH]. Y163X TOEGHERTE BEHRIEZTOESNFNHS.

[f255R)
EARME T VA R iR R R A L0 B 5P CID., GSS. FFI (24)
M232R 728 CIEFIRBEDN RN EDNEEA L T2 D T, 2 WHITEELC.

IHINTWAD(F 10)!, VIS0I <X°
BB DAL D,

#10. BERBRELBESNATWIERTFER

I=E
srme | At 7UBER K 120 BT Xk
aky
102 proline — leucine methionine Hsiao, 1989 2
GSS 105 proline — leucine valine Kitamoto, 1993 '
117 alanine — valine valine Tranchant, 1989 "
178 aspartate — asparagine valine Gambetti, 1995 ®
180 valine — isoleucine methionine Kitamoto, 1993
b 1 gg ) zgi?:M\ft' N ﬂfg methionine Hitoshi, 1993 "
200 glutamate — lysine valine or methionine Goldgaber, 1989 '8
210 valine — isoleucine methionine Pocchiari, 1993 '
232 methionine — arginine not stated Kitamoto, 1993 6
Laplanche, 1995 %
Goldfarb, 1993 #
S, E{_01 2F1 0 S ) _ 2
GSS.CJUDHELFE Ah g;ff’;g; f TQ ffﬁgﬂim e Ggl\’;:ar:’ybj 3221 2
van Gool, 1995 %
Beck 2001 ®
FFI 178 aspartate — asparagine methionine Medori, 1992 %
BEmiRpEE. 163 tyrosine — others valine Mead, 2013 ¥
RIS 178 2-bp deletion (CT) Matsuzono, 2013 2

KINZZNFTITHSD, V1801 25 CID D NEHPFEIEFHRIL 76.5 ik &= lin FEIE T BAHE MRI 23MEF
A CHY, 85E MRI DWI Tl SHIE L IR & BR\U N KM 28 I VR AR O B E 52780
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I CIIER ZOSDEG B2 KRIME 6. V1801 Z=E &=t CJD 0 MRI HhERGEAE &
BEARRPFRICER T 552 275X 6).
ROEE IR EDRIR ST T D, IR AT DS
LITFETH D, Ml FJE B R AR (periodic
synchronous discharge: PSD) 1359 9%(Z 4541,
CSF H1 14-3-3 & 134 80% DGR THD,
RT-QUIC D5 =RITHI 62% K0 2,

P102L A%, CID #Df%ia%E R4 D540 >
4 TR DR EMRE OB WE S T CWAEE R D
HZOTC, TERMZNEETHD 5, FFEOHIRIZ T%‘;EE?EW‘szf,ﬂﬁf&ﬁﬁ”%ﬁ_';ffwﬁgﬁ%’éib~ &
S TR 537 B T MRI T g R evciv e, MR fis
IFATENTITZEA L ZTRO 72N, K 90%2NEE GHH T ZIERKICIERRL TLSHRICR Z 5,
FIEL, TRRORE KT Z 2T DEGHHD 6 Mk E PSD 1347 23%I24641, CSF H10D 14-3-3 &
FIER 25%03 51 T D, RT-QUIC DRI 88% CTH H TH D, GSS D2WrikEA £ 11 1R
L7,

& 11. GSS DagkrA#E

1. feSEW] (definite) : METTIERRAMAE, /MBELR, FEMESHRE 72 82 95, 7 U AV EABGFOLERN
RO DAL, BHARKIZ I T GSS IR 7R BRFT LA GE 327, E7/2iX v = A Z 7 vy MENG
PRI IC CRE 7Y AU EAMRE S b o,

2. \XIFHESE] (probable) : BERARIEIR & 7'V AV BABGTOERITHEEF LR U TH L, JHEATA -
W7 ) AV EAOEARGE LN T RNE D,

3. BEWVE (possible) : FEHERENH D | MWEITHERRAEE 2 U, ANMIEIR DM R 2 £E 5 3, 7 U A
EHBRTOEROFEATR « B 7 AV EAOIEHAME LN TW RN O,

E200K Z2 % CID (3 ERJFEIEFMRDY 58.6 ik A< SEPRIT T A AIFENE CID SFEEIL TD, RiiE
DOHIRI > TNDZENZEZN L5, ik E PSD I 92%I2 #4541, ik MRI DWI O &5 51349 94%.,
CSF 10D 14-3-3 E HIT#H) 87% CHitETdHh %, RT-QUIC DBEHEHEIT 85% THS 3,

M232R Z 5 CID |y #RHIE M CID L2 ST T & MM2 S AUER OFRIRET 71738
5 (8 = STV L AF DA S IR) 57,

P105L 255 GSS IHFIEARFDO A THIESN CWAZE R T, SEHTIEFHT 44 i EA54E T, FEFIC
TEIRI2ETZ 2T 201H3 %< 589, FITTEBENICH ., M BRI, /N—F 0V = XL 82 235, I4
MRI 2fHH £ PSD IR AMEN =6 . WA I Cldian,

D178N-129MM (X FFI, D178N-129MV &7 #8 CID % 2§ 5L EHTUWA A3, FFI Th-> Th AR
ZEHRELLWEILHD 101 FIEERRITTY 52.3 W CHD, FFI O EHERZ £ 12 1R LT,

= 12. FFI O2ME%E

1. B (definite) : BEPRAVICHEETIEARIR, SBEME, RBHIMREEIRIE, I 47 v —xX A /MEER, 8
R, MEMERS R EFFL E LTHELARVEREZREL, 7Y UVAVEABBTOa R 178 OE
BEH L2 R 129728 Met/Met T 5, & HITIMHARIC I T FRHICHHRAY 22 R BEAT B2 3R 2 7>,
FIT TV 2 RAE Ty MEPGERRRFIOREICTRE ) A EAPRE EIN b 0,

2. IZIEMESEH] (probable) : EEARAVIZ FFL & L CHE LRVERZRZE L, 7V AV EABGB O K178
OEREZHF L3 K 12973 Met/Met T D08, REFTR « g7 ) A EAOFEANE LT
HD,

3. B8 (possible) : BRERAUIZ FFI & L CHJE LARVERZ 2L TWER, 7V AV EREGFERSR
BT AL - BT U A UEAOFEARE LTV RN D,
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CO 3-3. BBUETIVAURIEIEDKLSICEMT HM?

(EZE]

o [E[RM4E Creutzfeldt-Jakob J7%& (Creutzfeldt—Jakob disease: CUD) D2 : EEITAIZESIT) A
BREBEICIA T, MFEM CID DEZMEE (R ) ZEALTEHT 5.

o HMETHREINTLSERM CID [EL THEIRFZHEE CJID (dura mater graft associated CJD:
dCJD) TH 5,

e dCJD M#92/3 (% CID BEFITH L. FKYDK 1/3 &, TR EEIENDIEAREFIT, #
TH LB AEL ., FEAE BRI MK R £ (Z A EA 4% R EA T4 1 E (periodic synchronous discharge:
PSD) ALV EITEFETH(FR 13),

o ZER Creutzfeldt—Jakob J& (variant Creutzfeldt—Jakob disease: vCJD) D EZ I : F5FRE IR THIE
FTHIENEL FHAICIERAMNEEEEENB L= VVEEMFEME CID LIEELDEKREEE
£L.5E# MRl O T2 S4FRERA® FLAR B TEAEMAIX T EDORKRMSESHALNLL
EDOHHMREMRZETRT . HRREHEWorld Health Organization: WHO)E2 i 2 % (2001)
(5% 14) . TN EWETLT= EuroCJD (EU) MEZEREE (2008) (F 15) ZFALNTEZEY %,

[#Z5%]
HBEF CIOHE SN QWA D EEM: U A 95k 12, E M CID, vCID BX T kuru @ 3 FEEEMT
£ 5, ZOH T, ONETRIENHERSN TWDLOIE, EFTE CID OF o dCID & vCID T,

(1) HEfEF 4B CJD

dCID O2Wrid, TTIFENE CID OFZWIIEYE (£ 3) 12> T CID ORWIE1T, TDk, WEICZIT
T ESEAT A e TR L. B HE R 2 b uE dCID L2 W45, RS, VA& H il s - HE CEfs
YT VA AR E RN D,

dCID D) 2/3 1L #L972 CID DG RFREMGE 2 23 285 Th 5 GE7 7 —2RY) . — 75, dCID DFY
13 1IIREECT T — RO T VA B AL A 2RO DT T—7FITHY | s HIRE R T OIEB) I3
FERZRE 2 2L, BB CALNDAKEE =D PSD 2FIE 1 AELANIZITHBLL 72\ e & | B PR IE 73 iR
BT T2 D L DT80 77— dCID OERRZWETE (22) PMERINTWD (R 13) 12

x13. T5—U8 0D DEMELE (F) "?2

PMFEME - Creutzfeldt-Jakob J75 DM HLIEIZUET B3, B NRAARZIREE AR N HV | 1 D TR IR A B UTZE
B, B LB HPE R 3 (PSD) &3R80 72K Th 1 ZIEMESEH (probable) &35,

(2) ZE% CID
VCID (IS HEIR CRIEL | T 0 B R 2 & DR = A SEIMNC T 528050 3, 21

I3 WHO 2 W7 51 (2001) (32 14) *121E>THT9, HHES MRI D T2 SRFH {5 <> FLAIR [ T4 %R
PEDIIRIL E{E 5 (pulvinar sign) IFZFFEHI TH S (X 7) . AEH]IO vCID FER TITIEIEL HNT4HE
PSD %588 72728 3, WHO D2 W Z:HED NFIT e 5251 (probable) | DIHIZ, M 12 TR INZIT B4
MBI DTG AONDTENBD | DIMEZ I 6 SHIZ, JelE Tl i (2 BE L 7= vCID B f (=
JEHERER]) S S 7, ZTNBE B E X TeET L7- 2 AL YE (2008) 23 EU D& (3R 15)8, fEE2
Wi Cl, BRI T AR B s 7 VAV B B O GRBL U= AZ Ty ) R 5055,
R TONDZEDN DD, EDFHISERDMED T2 | FRIRER L5 B %72 pulvinar sign 757
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DRI BT S A R B ALD,
& 14 ZERCID ZETEZE (WHO 2001) *

L A EFTIED RS - fiRE
B. @23 6 » ALLLE
C. — it b, thoRBENGETE D
D. EJFMED ATREM: D 720
E. ik Creutzfeldt-Jakob /i & B E TE 5

Il A FIEQIFIORSMER (5 o, A2, RO, B, =8)

B. Fifit 9~ DI ARCE TR (D WIEZ D)

C. K

D.IF/mr—XRA, a7, VAL=T

E. Z8J0iE
11 A. Jii CREEIERISIMEAE (PSD) F&iE

B. BA MRI (2 C il AR & {5 =
I\% A RHERCTRE 7V 4 EAGE
FEFEH] (definite) : IARDH Y . DOMPIRERRICHERR Sz b o+
(EITHEFAS] (probable) : IBXOND45HA L A & B &= 60
S\ A (possible) : IBEXOIO45HE & A #7297 H0

KB, RRERITHRELGO, 772, BRIREIEAZER CJID IZEHL. 588 MRl THEIRKMSESERHLEBITE
mf&éo
KBNS KUV/NIKIZ, SEHRIRZE (L L florid plaque ZESEETYA L EADRBEZRD D,

7. vCJD O MRI T2 & fE &

R DRI (KED IZH1E S (pulvinar sign) RSB N5,
(3%E CJD Y—RAS52 X1 =k DA Collie ETDZE
ElZkD)
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& 15, ZREECID OZMEE (EU 2008) °

A MBS
1. BGED 6 4 A LA EOHEITHED R « i iEEE 35
2. —fXIREE b OEBRGETED
3. BN RO T HARAS VBSOS D TR EE A2
4. BARVEDRIEMEERIRINE NG ETED

B. HEAIEE

PLTFD 5 SOEBEDI Bt 4 D%GRD D

1. FEFIHEORSAER 5o, R, MR, AP, =48
2. FEt 9 DI AR I E R (B DT ZE D)
3. K
4, A /a—RA ALy PAR=T
5. FRHE

C. HapT
WEDK
RIS L OVIMIMIZ, HERRIRZE (L florid plaque % £ H 7 VA ADILE
ERDD
L OMOIRAEFT I
1. i C A I R ik e (PSD) e
2. BEB MRIIZ CRHMAIR AR 15 5
3. AR CRE VAR ARG
D. J&2EHIFT R
JF N BN TREN TOBE RS E R A~DAEHE (T 72L)

1. #3451 (difinite)
A WESRAEE CORAERT ROMEEZWATT-7
2. |ZIZHE M) (probable)
A, WZESAEL B BERIEEAT 2L . C. RFAFT A CHXiE _E PSD f&4: SBER MRI O iR RAL &5 5%
7=
Efalne
A MFEGMERT-L, C. BT R CRIAERICEIDRE 7 VA & BB HRIND
3. &&\V M (possible)
A WFEGMEE B BBIRIER AL, C. MRZFT R ClME - PSD 23tk

* vCJD DFIEZRHAICIE. FHIZ PSD £ HBELH B,
ok EE. BUCERITHERLEN, F-E BERERD vCJD IZAHL, 585 MRl THEIRKMEESEFROLLVEITER
—G&éo
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CQ 4 TVAUROEEERFE
CQ 4-1. TIVAUVRDEFEEFEDKL S ICFHET 557

[EIZ]

o TUAURICITEUEEEE S FITEVD, BEEFTHART—ILIZLONFEEL TS,

e WAEDEEFBEHFRIREX(BROEEICHITIERFICET HERGE R EICEDL
HREREMESIE) TE, TV RO EREEFHER7—/LELT Barthel Index' AAFALVGNT
AV

o JZX KB REFEME (Japanese Consortium of Prion Disease: JACOP) Tl Medical
Research Council Prion Disease Rating Scale (MRC Scale)? AMERHEMN TLV5, MRC Scale [ZE(Z
BE4FEEETET DR T —ILTH I, TUA RIS B R R A EE D ST
Nibh-THY., EEFHEES LM AIRETHI L. BB AT TUA LV FEOEEEZTMT
BDITHLEL-EEERT7T—ILTHS.

(%3]

TV AFITEITRE DO THV, L D7 —AIZB W TER ITAEITHEEL , B udses A LN
\ZIEENPEIE S (26D, 207, BAEEFEE VOB ORI BIZW, HA TEIEEZHETHET 1
X EATOREZS > CRIEEITHESRIREI TR T 2B TH A, LIch > T, BIEEEFHLD
HFFE DR U DB LTI A — VA T 200 BLER Th 2,

BILE DD E O JE A 5588 HEp xR FE TSN QWD T VA 95 O BEEFE M T Barthel Index! ¢
5 (F 16), ZAUT B EAETFEELTH 227 — /5% T 5, BIEZ DA —/WFMREEHF O ALY
T AR DR E L L CHEITH O DI TS, ST 0 48 R ESE) 2°5 100 AUIHAHL, —
AR 80 LA ECIXERF TR BT H L TRY, 40 800 F TIEE LURIFRIEEND,

TV PRI L LT EAEE A — /L EL T, Creutzfeldt-Jakob disease Neurological Symptoms (CJD-
NS)scale’ B TH A, ZIULFICEE E SEREEZ M52 — NV Thd, 7VAIHICHEBLT 5
FXFRR AL 8 DDA TV —T/T TRE 26 THHZZET, TNENOHEEE 0 =721, 1 = R
2 =EED 3 BEECTHMLAT T2, AEKIT 0505 52 45 (B EIE) (20415, CID-NS TIZIEIEND
OEFREFGEE LB I EEN LR/ D50 SN TS, BEMEES OTE H 2320, THH Z Lo S5y
DEHBAFIREI TR E | WO ORE R DB D,

JACOP THEHE ATV D MRC Scale? | L7 VA i (R 70 5 RERE BE-CRRENERE DR A 23 o -
TRY, EERE SO AT RE CThD (R 17), B R AETREICE T2 73— 7HE | S35 i
RE - RIK IR REO 1 72— 4 THEBHY | § 11 THEDORD, s RIONFITIET T 2~5 B R4
Do MEBUT 0 5L R ESE) 275 20 JRNETHAT Do BURF I TIET VAR O BEE B A7l 32 DI b 16
L EIEERr— /L Th b,
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F* 16. Barthel Index

EHH 7477 R
Bz, HBEZR EOER, BEERARFFNICE K25 10
A W (& 20, BT 28 T LTH 5 9) 5
£y 0
By, 7L —%, 7v ML A MNOEIELETe GETHML b ET) 15
HNFH Ry R~ | BEOHS M E I IEREETS 10
DR FED Z EIXATRETH D BTN 5
BB E IT R T RE 0
s BNL (Pom, $652, wEEX . ONFHID) 5
- B E T2 IR ATRE 0
Ay (KIROEAME, %R E2 G R—Z T/ EEFH L T DA 10

IFEOW L ETe)
b LB W, hE %R 5. K. BRI EET 5 5
BB E TR T RE 0
o SRy 5
AN SR T AT 0
45mPh EOSAT, R (B A TEREERS) O AOA IR HT 15
s A5mEL EDST BT, BTEROM A E T 10
> TR D o B2 C 45mb - O BRE T 5
EeRIDEYS 0
B, B0 EOMHAOA IRV 10
s B - B E T ITEA A T 2 5
ENE 0
HAL, #t, 77 2 —, EHOEDZET 10
EREZ Ho B, AEERYZRRERIN, Ll RIZE T A D 5
EeRIDEYS 0
ST U, Yk, ARERO B D P\ b ATRE 10
Pefay ho—L LEICKBDD | Do, ASEOBRO NN EBET 5 E L AT 5
EeRIP P4 0
KEE7R L, BURERDELY H b FTRE 10
HR= o hr— LXITREDH Y | BUREBOB NN B2 TS 2H L& 5
FRLIAS 0
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# 17. MRC Scale

HH 5477 A
. ESLO T H R TR —EILL Ed o7 0
BrimiE SR T B LA L i
» WKL TWDNIT—T VALEE LT D 0
PRI B AR S T A R AT i
£yl 0
~ L HiZ N 1
SR 2
‘ P N AR ) 0
N i .
FREFE T2 ITR R/ BEE (RO TIXBEITE e 0
A B CHE T ATEE (kT OfERIEOA TR b2 ) 1
H7 2
Ble&0, BAZEHLTERWD 0
©i) @6;&@T%éﬁ‘%@mﬁ%%%¢é(Ahiéﬁ%\ﬁmiéﬁ%% 1
LikeXp)
H7 2
ENE 0
[P B D - B 1
H7 2
= 0
?c:- T 2 N EEARE 1
SRS ALV DR 2
iﬁ_iofiifgiféﬁ\ FENEECREY) R HAEOFE R 03D 3
D, LI UIZR SR ERRALEZRD D
B DRFEDFHE 4
JEFR DARBUZ BN 2Dy, i EDFLIED R > TV 0
. } BILOASZR L L < H-> TODHERZ M L T DT 5 570, EFE Ok 1
ELOBENOI | g1 50T 528, 8 L2 i LT ST 2L
w B LWVIRI AR T& TV, WICRIBICEERDH 5 2
FLRITEED, S<REOLOENNH D 3
R T ORI R 1A < T 0
W ORI EARREE I 3D L THE - TN D 1
o BEESHEOMHNEL TE 20 0
s WEEIRGEITIE, MR SIVDERCREZ T Z N TE D 1
Xk

1. Mahoney FI, Barthel DW. Functional Evaluation: The Barthel Index. Md State Med J 1965; 14:61-65.

2. Thompson AG, Lowe J, Fox Z, et al. The Medical Research Council prion disease rating scale: a new outcome measure
for prion disease therapeutic trials developed and validated using systematic observational studies. Brain 2013; 136:1116-
1127.

3. Cohen OS, Prohovnik I, Korczyn AD, et al. The Creutzfeldt-Jakob disease (CJD) neurological status scale: a new tool for

evaluation of disease severity and progression. Acta Neurol Scand 2011; 124:368-374.
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CQ 5. TUF UimDEE

CQ 5-1 TVAUIRIFEDKSIZTHEET HMN?

(=)

o TNAURIEWAST-ARIET HEBRRMTRAFMNLRBEED KEOEREE. HELEHE
ITEEMNEABOON=ZFIL, ChETICAVON TEABRMEOS T, #O%+451)
VIFHEMNEHSNT . FESOHEIBAZHh ol ZILEILFUIEBALHTEREEENRFED
SNT ., OHAETIIEERELTEREINTUOEL, FFOH49) VR 0HS0IIRER S (2R
LT RBEHHRIIMAINT . BEATOEARBRLECKEZLEUELNTHATH D, XU U
MEREGHIRSRICLDEREHIRIABAINTEST . AENFREETS-H# RSN
BV (WThBHERLZL, TETUROREEM D),

o —RRMIITAERIGEBERICHTIUNEYT—avhEcnd, BOERSRELLESIHEE
X BREFELGEIZI - TREXRBNTONS, BBPITHERT H3I4 /70— RITHLTIE, —
fRICoOFE/NRLRNILTOBNMERSIN TS (HEREDIES 2, TETVADMHESEX C),

(#Z3r]

VA AFOIRRENL, IR ZAFAE T HIEF B 7Y 4% H (cellular prion protein: PrPC) 7S A D
FLEI )7 %8 H (scrapie prion protein: PrPS¢) ~D#E&EHAHL AL, PrPSe O L, BAEEEE, il
RIS I DR ZEME DS T2, L7223 > T PrPSe OEEEZ I, HAOWIFHTEEEE T 23KFNH DU T
AR ZE AR T DA 323 MBI AT ) — =0 TSI TET,

P TV T LU TSIV T2 T 703, FEBRIGIC PrPC D PrPSe ~ DR IEHAHASC PrPSe D15
ZRET HNRDRBDO IV, T VAP TERARMZE M T, JE[ETTTH4172 PRION-1 study Tix4
WP ELTZT & MERBRIIATOT  IEREE, FRERER 0T TG BR ORE Rl STz | &
FEHINT 107 BIOT VAR BFE GG E720 IR 45 BIOIMFEME, 2 BIDEEIRME, 18 FilDZS BA 42
BIOFHNET VA AT T T, T 7V ARERET 38 1], FETEHEREL 69 T, 16 IEIX 1 H 300mg T
2 FFROBIEIAFEL 72 78 Bl (73%) BIERITIZSE T L, AFERITFTT 7V NIREETHEPNIREES
DEnoThs BRI ARIRF O BIEEE CHIEA TO &, M ICZEIXADINR) o T, I HEREREE 2 R
(BB, BN, T BN A B EIERS H o7z,

T T T IERIENE SR 3L LT, NMDA 2B RLEMERE AL, IR A5 5 @i
DHIEAN T, 28 4D Creutzfeldt-Jakob 7 (Creutzfeldt-Jakob disease: CID) BFE & X R, 13 £ IT5EHED,
15 A7 /RN G-S4U72 2, FBFEREIR A C 2 BERCA B AN B DAV B T 1% TR AN 20>
7

A~ MR ARYH LT = —h (pentosan polysulfate: PPS) (3~ U SR ORRIEL 205 C, B MEREBER
LBIEI R OIRIFRICHWGIVTE T, BRI SR T, YRR DI E N G-I LD FIE IR SR8
&%, PPS I NEFe i 5151395 [E CZ 5 CID (variant CID: vCID) (25 L CTHIO TT04L 3, AH T,
2004 4 11 A D5 2007 4 3 A £ TN TR DT VAN 11 IEFNIL PPS N 523 ThodL,
BN B W CTEIAEF D AON T DERERIEIE 2 R UTER XA LR -T2 4, BN T 15 JEFILL
1Tiv, vCID BEOAEGFHIMIL, 2 hr— 1O vCID BELVLHALNIZEVD, EIT2 T T& o0
AEF S TR,

TP ATV RAEENE PP LFEA L, TInAMEEE R L E(, 707 T —BIZ LD ARt
T2 5, JEGLEN FZER CHO R A VU ATFIERIEL R | A FHIOER N H LN, RFH A7)
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IR PrPSe i & 327217 Tl ZUA L ORGSR b IR SN D 2 80 | BRIRAFIEDM T4 T
WD TTUAAZVT OMFETIE 121 BIOT VA NREEET X NI EREL T T ERBEIT T TR
FLTo, FERELTUERF T A7V 100mg O GAITLZRIATONIZN AAFMIRIA LR T 20 51358
DO STz O LINLZOMFFE TIIMEHR IR 5 2 H L EDOBENRLL, 3 TITHIE _ET periodic
sharp wave complex 23 HELT 572 EHETHI O CID BENELE F Qe KV RHIOBEF IS TH-72
WG DAVTEDS, T H UL I3/ N CORRET 720 | BRI A & D T it T T DA
BIDIERNHOENT=DIHTH-T2 7,

FER DS EITURR DB IS N EEL Ao T G513, R B B R EICL > TREREDITONDLIENR L,
LinL, Pk e diE T80 o /e e 7 U A3,

CID DO#tEFIZUIZUITRRO HIA 70— X AR L Th, EMESHDNIRE T HEIA 7r—XADIR
FLLTrr B RAR LT a3 Ml HEI TS0 8, B RIZHOWTOBfZR T E T A3,

3k

1. Collinge J, Gorham M, Hudson F, Kennedy A, Keogh G, Pal S, et al. Safety and efficacy of quinacrine in human prion
disease (PRION-1 study): a patient-preference trial. Lancet Neurol 2009; 8: 334-344.
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in human variant Creutzfeldt-Jakob disease. J Infect 2005; 50: 394-396.

4. Tsuboi Y, Doh-Ura K, Yamada T. Continuous intraventricular infusion of pentosan polysulfate: clinical trial against prion
diseases. Neuropathology 2009; 29: 632-636.
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7. Varges D, Manthey H, Heinemann U, Ponto C, Schmitz M, Schulz-Schaeffer WJ, et al. Doxycycline in early CJD: a double-
blinded randomised phase II and observational study. J Neurol Neurosurg Psychiatry. 2017;88:119-125.

8. Kojovic M, Cordivari C, Bhatia K. Myoclonus disorders: a practical approach for diagnosis and treatment. Ther Adv Neurol
Disord 2011; 4: 47-62.
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CQ 6. TUAHEDNESE - RERICHT HILEHEMIIE

C06-1. FUALHEOBE - RIEDDIEN, HRMBBIHLTEDE
BXBETID?

(%]

o TVFAUEDEZBOZDORIKEICIE, HRAGDEN, HSMREENELS, TV UEDEE - Rk
[CHETOIMSOHLIERE L. TVAUBDLIICKRECRHECERLIALA, BY RE, &
. FRGELIADIZERGIELEEERL. BEEETITROIENEETHD, E<LDAIE.
R DIRBELBITHLERICAZAVIFLEZEEL T AZEO>TLSD, EHDFRRLE
79 AP TEDRRITHLTLEBRISEIS T DICERELADNE-0 . EREE. BE FED
FRPLVEOERCHEEZRERAICEIET OTEREL, LA DLEREISBIZZIEEL .
BE - REOKFLEEEETICHE BBV TRTFAICENFETHS,

o Ffo. NFEABLLVARTHRENMBETETNSERLONAET[FLAELELEN S
DT EBICEALTERTHARERZESTICHOMOITIETEREASIEIERELDEX
LG5, FERFHRERCEFZEAROBNLERTH S,

o ST, BE -REN. RAGTHRLOFIECEMBICLIXEEFRTHIENTESSSICE
BT HLLEETHY. ERF. B, DEFME. BERY - vIL-T—h— Ezhvrt)
VU EMBGENEELENORET HIENEELL, BE - RIRICEL TS 2REAEDON
BHEE FABEICHRITIELARTHS,

(fZEir)
(1) BEF -RENEMENTTEEOHTLEMITKRICESL TOGAIEZEBRELRSTS 2%

RE72 N R L7 R LGRS BRI S a7 05240 | AEIE R R KU AT LT AR LT
BD, LU FEAE D N 2 1L, FEE OB EEHIZA DS TEEIZAZEVREFLZEEL )
RO TCND, —fRANCZOUI DA IITIT 2~3 FEDDD LS, YNNI RE R BRIREL R E D3 e
LTELHLN TRAIZRIREN H DORNZHDLL L, B - FIROMUHRLE L HE 7o T ZEILTER, 6o
T DHEAR O BT DEAY R RE OB Tl FVAVRICEE LIRS  FEOKFHLE
BRAEL . DBRRYIE SRR A RSFAZETh D, TORE, BF - FIROSEEICHBIZH AT TA X ORI
HLOFMRITED | BEERICED T, BB LACRAL G ERE TICRORAOHEZENEEL,
HOHIR TR AESZ T AND ST KEFD OB IR AL ELRZ 52868 HThD, F1-.
A GRS IR TR T A ARG 2 ik T e XTI, DR i, B - FRO AR E S EETICR
D THMRLEIETHEEBZ RTZENEEL, £ 18 [T VA IFDHBE G RENC I ADND
DHESIRI O Z | 19 IZFIROBELDF| 2R,
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£18. JUAVROBERKICE K RSN ZDLERHIKR 24

<T)AUEeMRICELT>

o FEROFFERLAIRLTFPIROMELT, B 5 WIE, IFIERSCTREED & & bIUCH T DML a v 7 08
ECNTI ]

o IRARHIZRIGIRIED A2 T SIS B e

o HIEL THDLBMIA 2L ETHMANS Z ENEL RAATUR TE R0 E FIERSE(L L, B
DWW RITIRIEDIRTH D Z & IEWFRBRBEMNEE TR D LWV D Z 2L SN TORKNY 2 v 7
L, FNETEBER O T2 LITRTDAERK, 18D

o FIEDIRIUTKT 2 DEAGREIS IR A0 B 23, Zh &0 b WA B — RCTREDERPHETT 5
DICAEL D, DEICRZER IR EE

o JRIROEEITL & BICEENEE L BERBAN TE <225 2 L ITx¥ 5 LN

o VA IFICET DMFRSCHEMEN 0 TH D LIIE VW ERAY v 7 OSENCH T HEALHRE D |
S NN T

o LEIIZ AR IRVIREE T, EEE LSO N 2 TR T BEk 2 e R U2 /AT RS 5, BN
RSETRVAS)

o RO AR IND 2 LK 518 D AR

o FOBEEBDIIERBAE L TND I ERHRDIERBA N = X L7 EIZ L DIRELORE

o FHRDBDLMNLARNWI LIZLDHILH, 28?2 [EHLT?2) LWIRFD

o HERBEFDN 2 D ORAE GTHEBICKT 2 & F LR

o WEMET Y AR E LIV Wbz b & D, hOZHE~DIE D L

o BENTUMEENTE R LD EDRNT, FESEENZ2FEICERT L2HE D RLRLA LA

o BEOMNEIZHI-D3LHE LTOR MNLA, AR

o HENEL Ao B OFBEOTR LG,

o BGTMRENTCBIRIRA., HIRCT Y AW ZEIC B 2 LTt B iR A SR i A DELR A,
RUNEIED T O LOREN

<TVFROBEMEICEELT>

TN F AFDRGNECH T DR EFE SV

o FOREORRYLENDN LI SIL LB ARE, JREL

o Jri LORYIIBT DA%

o B TBIOT-DICMOBE LR DWNE SND T L DR

o [EIREEFEHDN 2T 5 EYHEIC BT 2RISR, BRI L > THIXEZSNDEY . WL
B, R

o HPRAASZIT DG LIVBEWZ EDEFAD A IT8 L TREORRE A —7 IZETZ &N T
TRV EICLDARL A

o CIRTILE NS T2 BURSCTE B O N 2 D3  JEYEDRLZITHK LT, BREOFBENR E M ST FH LY L
RUFIIER G0N Z ST EA LA

o HEERAH R LI X DIBERIN CREN 7Y AU IRERIE LI & EORDRLEE S, RHERIRED
J&IE

o FHRETHIELTWDEDE LNARWVWEEALNTHAEDA NLVA, R, D

o BURMET Y A IRFERNORBIEEICBN T, BIELTWD0E LILRWO T, OB E TRHIVEFiT
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RT-QUIC real-time quaking-induced conversion FLET 7Y A LR A R R
TSE transmissible spongiform encephalopathies {5 BE MR IR I E
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WHO World Health Organization RO A RS
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