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CQ 1. ZUA P DR

CQ 1-1. ZUAAREIZE DI TT N ?

(E%]
o JUAVRIT BERAFIVAVICIDANRABBERFET, ETHETHIRMNEHELERED
—#TH%.

o TUALDAREEILT A ZEH (prion protein: PrP) MIEHEEY (cellular prion protein: PrP®) M iL{A
BENEILLTELHEFEER PrP (scrapie prion protein: PrP%) &SN TV,

o EFDTUFUIFIFHKI 1~2 A 100 BA-FDRERT, (1) FRIMEFNFE Creutzfeldt-Jakob
(Creutzfeldt-Jakob disease: CUD)J(JREARHA) . (2) i&{mlE [ &{mE CID. Gerstmann—Straussler—
Scheinker 5% (GSS) . BIFE 4 R &1 A ERJE (fatal familial insomnia: FFD)](PrP Bz FEEIZL D).
(3) 5% [ ERT cJD (FEEF4E# CJD (dura mater graft—associated CJD: dCJD) 7% E) . R
%1 CJD (variant CJD: vCJD) [EM 1(TVF U ~DIRERIZL D) TSNS,

o MFEME CID DEBIGFIIZRETIHEDRIE. EENKA. SAVO—XRGELRLEFHES
[CEDHH., BB RETEDOIERBFLH D,

[ ]
(1) VA AROREE

TV AFLNEGL R T VA AL DG (BN CESER 7R AR B O—FECTH D, FF
A7 2R BG & OFE TUBR ZEMEERR IR IMIE (transmissible spongiform encephalopathies: TSE) &6 MEEILD,
TUARIIFEOBEZ A 2 TR T D NERILEBRYYE CHH (F 1), TVAUIEEDOEFEHE THD
PrP¢ OREENEAL LTz PrPSe ZDH DO THY, TIUZL DT VAR FEIFHE T (T VA ARG (X250 DOF
FACL S TERMTONTEZ

PrPC i, %5 20 Yot ik EIZdHD PrP {5 1~ (PRNP) 136 o< b, EIZHIARRR T, D &EIFU /%
AR CRIILCRBY, a7 7 —BRE M TR0, PrPC I 253 T BEDORI AT FRELCEA
SH, D 22 TV (V7 T NARTFR) TR R ES I, SOICEIRRIZT 230 R IEOA7E I GPI
T I —DMEINEID, 181 LN 197 FRIEITHESS AL Th D, 55 51~91 FRILDRIC 8 T/ WD X
R AR D, — 7. FVA IR T, PrPC N7 07 7 —BHHIED Prse [ZZ8(k L, PN Tk
a2 FEELUFAET 5%, PrPC 25 PrPSe ~D 284l PrP ONLAFEEDZELEE 2 5 THY (B v —Mi
WEZETeIINT/2D) T VAV Y KD PrPSe LRl 7= 15 EMIR PrPC (X, PrPSe 285512 T
PrPSe |ZREIE AT Db D EFE X HILTND,

HEEDED PrPSe 1T Z T (strain) EHFEIEI 7 VAR OIFRBOEN B 535, PRNP D%
(AR 129, 21917 VA AR OB MR RIZ B RITBMET VA RICBEEL T,

[hnE]
*7 a7y — BTk L TRk & 2R M A R 9 IE LR B9 722 IV P 7Y A L i 0 — B A3 "variably protease-sensitive
prionopathy"(VPSPr)& L CHTA 5 4L TV AH(Zou WQ, et al. Ann Neurol 2010; 68:162-172 1F72))



1. 7V IR DLFE

) =

A. B DT VA
A7V A — (scrapie) [N
T HERRIRAMAE (bovine spongiform encephalopathy: BSE) T E
8 MV FESR (chronic wasting disease: CWD) >
ARAUEREIRIGAE Fa
fRYetER s 7 IE N4
1E7>

B. ErD VAP Eh

Rt IMFE M Creutzfeldt-Jakobdis (CID)
"Variably protease-sensitive prionopathy" (VPSPr)*
BistE BIAMECID
Gerstmann-Striussler-Scheinkerff (GSS)
BOEEPEZHEMEARIRIE (fatal familial insomnia: FFI)
B MEPIPT I AR — L Rk
B 27— /L— (kuru)
PEJFMECID (BERRASAE, T IAABEA, A REREA IR AT AR AR
JBAEE FATIE2, 28 FAUCTD Cii ifin)
25 ¥R CID (variant CID: vCID)

(2) RO VA5

ErDO T VA IR ITOREREMELIFEME CID]* (JRIEARB) | @&sME (PP BinF A HEIZRH) | @S
PE(FVA L ~DMEBLZ D LD) ITKBIENS (F 1),

TVAAFORIERIT, AA 100 5T AHTZVFERIFFIANTHY TFEDHE T 2 AEITHIL S
SHD 2, BNEOY =T BT ARG OB T, IEME CID 75.8%., BV A4 95K
22.0%. JEFFET VA IR 1.8%DIETH 7= (4 1), DRAEOEFMET VA7 vCID 1 1] 3 2R, 3
T dCID THY, dCID 1T EDTAEIZ LD BEEAIRE 58 157 5 Th % (2024 47 9 A BIfE) . vCID
VR [E A TR BRI S T LT ST AR 1338 E NS LT JEE Tk 2016 4EDSE T B e 4 12
725C5 (2024 4 10 A BILE) 4, DAED dCID b 1995 44— U TR LTS 5, £95
TUDFARMG OB EZFR 2 1R,

1. VAR — AT AFR B (1999 45 4 H ~2024 4E 9 A) I K-> CRIESNZ, DRE DT VA
IR 5,260 D43 EE



%] 1

ZE2ACID
(vCID)
3 EBMT YA R 1 51 (0.02%)
| %
O5P1 01.8%) { EEERE

CJD (dCID)*
94451 (1.8%)

FOFED CID
18151 (0.3%)

2 BEREETYF R
1,159 cases (22.0%)

* =AU AL

OBETHRLLAIZ :
misL (D AR | ] HIFEECID (sCID)

15741 3,988 13 (75.8%)

(]

TR PRNP Y 163X IO EAE | AR B AR - RSB A L U CRIEL | ISR FEAR =L,
YT PrP 7InARILEERO D EH M PrP 7InA R —V ADF R HAES - (Mead S, et al. N Engl ] Med 2013;
369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20: e67-69 (Z7)>)
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# 2. RO T VA AR O OBEE GEIX AR OfifR DA 2 IR)

(1) #I%sME CID (sporadic CID) :
JREARAOFERMED T VA 5, G CID OMTENIL, FREFERER S | A, R B E T
iE |, SOICHEARR - SERAMEAERE, T4 7 m— XA E OIS MEE O 2HICHEITL ., 3 3~4 AT
R PEIES TR D, — 5T, HRIRRRETA R T IERABIAFTET D, WHRDEWT, PP B 7=
R 129 BT a7 7 —BIRBUE RS PrP OO (1 82 B (2B TD, W4, 7 a7 7 —RITkkEx
PR AR T B PrP AR D IR Bl —HE (VPSPr) b5 S C0D (IE* 2 1R)

(2) BABMET VA ¥ (genetic prion diseases) :
AR T VA RIE PP @R FOERIGERL, ZEOEEPHOITND, ARG AULE e A BN
AR (BIEEAR) THHD, BEMREFEMEKEREZG L TCWOCHORIEE T BRIITITZRICRIE
BRI FIE LGRSO ZE B H5 (VIS0I £ H M232R A #) , ZEOFIHIZIY, ki
TTANEIR TN PrP 7InARBEAH 355D [GSS 2], CID BRDERR L B A~ 35 D [CID B (B
% CID) ], BEEHEFRMEARIRAE(FFL), E LM KBS D, ITE, 28 PP 7IaAR— 2055 E
DS (2 R)

(3) JEM5MEZ7VA 2 J5 (environmentally acquired prion diseases) :
AT VA IRIE, T VA NRBESNENE ST DI LI TRIET 5, [T AT T U4
BRI ST Z B KB EFME CID T, D METEHEL QO A DT MR B B IR O AR LA B IR
#% CID(dCID) Td%, ZEHA CID (vCID) I, 73 DT VA AFE THDHT SAMERRRIMIE (BSE) DF VA1
TBYES NI B DO DIRENE Z DTS, DHAED vCID Bl E R #F 12 BSE 7 VA 125y
L TCWABIRZ DHHE I ~DWRFREEZFL Tz 3,

3k

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

2. 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.

3. 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.

4. National CJD Research and Surveillance Unit. Creutzfeldt-Jakob disease surveillance in the UK. http://www.cjd.ed.ac.uk/s
ites/default/files/report26.pdf Accessed on August 5, 2021

5. Ae R, Hamaguchi T, Nakamura Y, Yamada M, Tsukamoto T, Mizusawa H, et al. Update: dura mater graft-associated
Creutzfeldt-Jakob disease-Japan, 1975-2017. MMWR Morb Mortal Wkly Rep 2018; 67: 274-278.
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CQI-2. ZUA U iaE DI L ET D2

(EZE]
TIVAURDAIEEREEZEZDIED B DE—STHSH, DEREITHEDRHMAELLE O HF - FEHAEIR
#3904 YT)Lb-aTJF (Creutzfeldt-Jakob disease: CJD) BLEMFI LIS 2, EITHEIR ThH-
f=Y). BREE . EFKAGEFEDIERIZTA B ILDIEABFAHY . RRTHADHZELEHRED
PHTIEIR T TIA U RERNT S 1),
IRARREEET G SHEM - ZIFHAE. DEMYR—bEETI 7175, BE -RESOHAE
U #MEFROTVAVRIEEEMESENODEIIEEZ(TEHILNTES,

(]

(1) FVAF D2

EI BRELZ R DT VA RO I REME 2B 2% (X1) . SUEEITPEORRAE,, SATHRE, &3k
PR & OFRRE  FEPRIEMR A3 CID BRI LIS HEAT 2SR Thoo 720 | B JHR e &R iE DEIR
23 B SEOFEIIBI 300 | KA O AR BOBW Tl T 7 VA a3 %, IEMEZR IR IE
(FIRIE  FEARIE, JEEMUESE) OfHR , AL (i . MR, I8~ — T —, 7VA B A E B F)
AL T MRBEBRINL T VA IR L Z DR EZWr 5 (RO ES W) , [RAETBE 07
A UARDY—= AT ARG TR BE D RANEIE L, HoE CRAn - B A A fE L | FIR R
PR D BT TS (AR — (AT AEZ B BN R T VAR B E 1 e
TR IR 2) o EITHIIR BRI T VAR O IEME 2 W D 72 IR Y T B R T
%, VA RIL S FURBEI R E SN TERY, 2k 7 B UIPNICERERTIm 2 R B 1D %,

Q) FVAANRDIRIR - T | B FlE~D K

BURE 2 CA 7R ARATRIR AT /e SHERY - KRG RS 7 NEE TH D, BYEICyHHEN T
WD, T D AR - TS FTRE CHO FIEOBIRE OFEfEN KYIThD 4 7 VA IR & HER
THY, R A Z D8N TED, HRER T X — DR —LA_X—U0%, ERERE D —
BT & ONEEIRGE A T G S Q0D 5, BB -FHER L CRET VA IFREE FiER 0k
TSRS AL ] D 4B AT DY a TR YR — Ry NI — I D KB EZIFHENTED 7, SHITHFZEHETIE,
BELCERIRT T LB RO XL T> TS L2

3K

JEAE TR RS B A B & BB PRI ORI IS 3 T 7 U A L9 e QNS MED A L A SEYSE B T~ 2 AR AT JE8E) - [
VA ARDY— AT AL EY T B2 B3 23R A AF J2 8K | (http://prion.umin.jp/index.html)

TV IFI— AT AT QUG T-B5 12 B35 A S5 8 $%5 (http://prion.umin.jp/index.html)

FFRYSSE JER 22 : http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshoul1/pdf/01-05-05.pdf)

TVALRIEGE T B AT AR Z 42 2020 (http://prion.umin.jp/guideline/cjd 2020.pdf)

WEF T B L A — R — 53— (http://www.nanbyou.or.jp/) :
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http://prion.umin.jp/index.html
http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdf

TV (1) 78AY 7 =)V k-7 9% (CID) (http://www.nanbyou.or.jp/entry/80), (2) 7 /VANT Y « ANAART — Ty A2
F1—99(GSS) (http://www.nanbyou.or.jp/entry/88). (3) HFEM:F MR IRIE (FFI) (http:/www.nanbyou.or.jp/entry/51)
EET VA IFESE - FES (http:/nanbyo.jo/sapo/prion/)

Y7 AR — My b7 — 2 (http://www.cjdnet.jp/)

K1 FIFROBEORIN
R A0S R
ok FIREN2EGI CHIB A FERERTHIED DD,
T U A IRDZERDFN
FRPRFA S

A

[ |
CIDREMF (TUAmEEBHOHED) CIDFESREG (B 5 (C(FZUTH DHVRLY)
SUREITIERRAAE (C/ M ibiseEE . RREE. = BARRRAY°, SRAME. /KR, /(—F>
AOO—RA, RIS/ MEAINEER, B\EE VX R, BEMRERR EF
HMEREEZETD BI/SFEMRNDYEIID
[ J
RELDRA > b REFRROEH
FIEFEOER M - FRARE : EEOIR
BUAEEE © IEfRFSAE - T EARAOERRERE :> <: ARz FEIRRTEHAMEE
HSERE . REGE DIFIERE MRI : ILEGEAEER TRES
ik 14-3-3 - YOEARME. RT-QUICKH 4
TUAERBGT  ZREZR (MIRMET
hAEBDORA © Ak, BE. 7ILWYI\AX— BB FARE*)
W, TADA. IRE

[ 1
IMFEHECID BLRETUAR /T U AR
(ERELRI, JEERELH) (E{z=1*CID, GSS, FFI) (ER1%CID, ZFEICID)

CID: Creutzfeldt-Jakob disease (7217 = /L k¥ 27 J5)

GSS: Gerstman-Straiiessler-Scheinker disease (7 /VARNY L+ V2 haA AT — v A2 T —7)

FFI: Fatal familial insomnia (EtEMESFERIE R IRIE)

RT-QuIC i£: real-time quaking-induced conversion 7% (55 7V A 8 H OHEIRIZ L5 = B )
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http://www.nanbyou.or.jp/entry/51
http://www.cjdnet.jp/)

CQ2. 7 UA LR DFH

CQ2-1. MFEMT VA AIFEIXE DI ETT N ?

(EE]

o  PNF1E Creutzfeldt-Jakob §% (Creutzfeldt-Jakob disease: CJD) MTUA U mEDHI 8 E|x H&H 5,

o HAFITIE, REICEITI HRAMEEEF(CIA . ESNKR. MR- AR, SA/0—
XRZZEL. REIOHy ATESMETKEICESD,

o FLDOFEEAMRIEAMMKE (K 1), 585 MRI LEGREABER TO KN KR B PHREADEES (K
2)., NEHRPDRIVIEB® 14-3-3 EHNDSE. RT-QuIC (real-time quaking-induced
conversion) ;EDGHEFT ROERIRZEDEE L1535,

o A2 EH (prion protein: PrP)E{EFIFY 129 2RETOT7—E B PrP(PrPS) DT
RAVTAYMENEREHASHOE A AL ERRZRCREM R ELGHEL, MM BUAVE SR
#I7%: CJD DEERFEFMEZEY 5.

[fai]

MEMET VA AR O FE 53T IFENE CID THY | BEEREAHEIE % D Prpse O)Fﬁm%ﬂjﬂﬁﬁ‘éﬁi@%ﬁ
77, PrP A& TR BAGTRD 2, 4R 100 5 AIZ 2 AFREEDSFEIEL . %’%fﬂé ESEEy e =) e
—ELTWD, BEEITIEIEIZHD0, EDOIRAIXIF-ZVL T, 22 iﬁﬁﬁ%@%ﬁg
(World Health Orgamza‘uon WHO) DEEHEZRE OB, fEEZENC irfﬁ%ﬁ’ﬁﬁmﬁﬁ" ”ET&J% L
23, MR O BGIRZZWN LN R 5y Chh o0 . 2 TR EEZ R FE IR 852 45 6, TR B PRI L FEIT K
JIbd B BT RO AR, IR L /NI BB MR IR ZEA Lo VA — S A e i v A 7880 | #PrP 7NN
)ﬂb SR YL A BT T AR, PrP PEAE DR HALH 3, Variably protease-sensitive prionopathy (VPSPr)

FIZEK THRE SNV TODIVEME T VA IR THY  AFTIID THiCTh o,

%JIB%‘@ CID (T3 THUARFIRERIZILAE T2 PrPSe (T, v AZ 0 T oy MENTIZED 1 ]E 2 R 2550
55 (K 3), PrP i s 2Ry 129 2 (AF-F =0 AHRE TS MM B, U Z~T TR MV Al
ERETRD VV A EOMAADEIZEY, MM1, MM2, MV1, MV2, VV1, VV2 ® 6 B/ HAE L,
SHIT MM2 B ER AR BT RAZ X0 SO R SRR 53T 55 (3R 1) 0 MM DS e BREEA <,

MV1 &L (2B 72 CID DORFEIR AT LR ELAT A 295 5 6, MM2-BUBE R SRR ET T PE DR AE
RO B EIE R 2 22 L L MM2-FR Y AR IRSCRE R & EAR LT, MV2 RYTIFRAEIR TIHIEL |
AR IR A B35, AFRTIX VV2 BUIMD TR CThHY . VVI BIOEA T80 57,

FEPE CID DERRFEIE 3 BT /2T Hav, 5 1 HNZITE SR, Sa%/)é‘ DEN TFEIEOE T,
TEE | IO ORI FEOIFREAPER RO HD, 5 2 HITFERARERE A TIRICHEITL, T om
—XANHBLT S, *W%?E’Jfﬁﬁf VIR ST O TTHE , SRS O B, /J\HLJ PR RO, 75, 2 A
=7 RHUE, B15 X ROOID, 5 3 HNZHEEPEEESIRAEL 2D | BRECE AT E0 i dh i
Nz 2T 5, K?K’C ifﬁ#iﬁ(?ﬁ) 1L BAAFT 208, EE S IRARIC R 5 TORBIZHCKHI & D
22137 R R BOMERIEIC IV R HIIEM T 5B 2 5 T05 &9,

Xk
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Masters CL, Harris JO, Gajdusek DC, Gibbs CJ Jr, Bernoulli C, Asher DM. Creutzfeldt-Jakob disease:
patterns of worldwide 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.

JEAE G B R B R o SRSt . RN AV ARG E A S BE. 70 YT L h a7
B~ =27V (BETHRD . 2002

Iwasaki Y, Mimuro M, Yoshida M, Sobue G, Hashizume Y. Clinical diagnosis of Creutzfeldt-Jakob
disease: Accuracy based on analysis of autopsy-confirmed cases. J Neurol Sci 2009; 277:119-123.
Iwasaki Y, Yoshida M, Hashizume Y, Kitamoto T, Sobue G. Clinicopathologic characteristics of sporadic
Japanese Creutzfeldt-Jakob disease classified according to prion protein gene polymorphism and prion
protein type. Acta Neuropathol 2006; 112: 561-571.

Parchi P, Giese A, Capellari S, Brown P, Schulz-Schaeffer W, Windl O, et al. Classification of sporadic
Creutzfeldt-Jakob disease based on molecular and phenotypic analysis of 300 subjects. Ann Neurol 1999;
46: 224-233.

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.

Iwasaki Y, Mimuro M, Yoshida M, Kitamoto T, Hashizume Y. Survival to akinetic mutism state in
Japanese cases of MM 1-type sporadic Creutzfeldt-Jakob disease is similar to Caucasians. Eur J Neurol
2011; 18: 999-1002.

Iwasaki Y, Akagi A, Mimuro M, Kitamoto T, Yoshida M. Factors influencing the survival period in

Japanese patients with sporadic Creutzfeldt-Jakob disease. J Neurol Sci 2015; 357: 63-68.
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Fp2-A2 " J\MV\[\ m«/d\/\«\;w’“/\/w\[\ e '\/\/ MM\M\A
F3-Al -~ WM“/\M v/lj\«*v‘—"’\[\fwj\/\v/’/\r \/\/\/v./*”“‘/\wﬂﬂ
F4-A2 /J \*wJ\/\Mf‘\/\\/J\MW\f\m/“’\/J\M\/\[\MﬂJ\ N

U3 TN B Y S, (IR WS e AV
T2-A2 N\ AN A e/ NPt A\ e ™ e Ao N\ et N e
C3-Al »/f-”/\k~M\/\‘/,~V\/\\Nv//J\/NJ\~/’«/\\/\/\WWv
ca-a2 WW\MW/N/ NN\ e
P3-AL N\ e\ eV ,»N\,MA/\/MMM/MN\W

P4-A2 ,.A-ff\_‘/wﬁ\,_h/v\\\,,wf\mmM\ N AN N\ e
Ol-Al ,/\/\\M,_MJ\[\M,AM/\\W/V\&M /V\Jm-«f\f\.ww/‘/ \,‘/«”
0282 NN\ Nt

B 1. B3 T DB HPE R B4 5 EB (periodic synchronous discharge: PSD)
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2. BEET MRI Y5858 3/ 482 (diffusion weighted image: DWI) T KN ZE | #
FEDOEEF
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o ——21kDa
- ——19kDa

1 2 3

3. a7 7 — BB T VA BB PrPSY)DY = RE Ty MENT

BT UA LV E AR E AN IREE SR CUE LRIy o 2AZ T ay T H L BEHO
BT 3 DDNURPELD, by T EOEE /SR8 21kDa I HELT
AUX 1 B YA A (type 1 PrP5%), 19kDa T HEL T UL 2 VA EH
(type 2 PrP5¢)&7-%(kDa: kilodalton),
(Lane 1: MM2-F2 BRI FE M CID i, Lane 2: MM2-#R R I3 M CID ., Lane
3: MM1 B CID 1))
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#%. MM Creutzfeldt-Jakob 5 0D 45 HE 7RI B3

MM1 MV # MM2-52 B MM2-HARH MV2 7 vV & VV2 R
PP A Met / Met Met / Val Met / Met Met / Met Met / Val Val / Val Val / Val
Ry 129 %7
PrP Type 1 Type 1 Type 2 Type 2 Type 2 Type 1 Type 2
A g Sy m— R . MR ZE A . PSR
ML @/\iﬁ {" Sinll
HRID5 Heidenhain %! Not established (NI EL HE A RE) Kuru 22 Not established Brownwell-Oppenheimer %
HERE
PKA] (%) 67.6 2.7 2 2 9 1 15.7
0, A _ Ry Sidl 0, S
A o) * 853 (MMI1+2 D 6.7%% & . 67 4.0 (MM2-FE+HRERL O 1.3%% 4 3 0 0
Zp) Te)
AT AL
RAEAE 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)
A%t (H) 3.9 (1-18) 49 (2.5-9) 15.7 (9-36) 15.6 (8-24) 17.1 (5-72) 15.3 (14-16) 6.5 (3-18)
B SR 7 CID O, RS THEDOTREME, T B ARHR, RSP AOIR TG B HEATYEDFRAE L I 2 S DB TN RAVER CHAE
" FELRIRIN Sl TREE FAis HEATHERR A FREEIT I B
AT AAD 97 100 67 50 77 67 66
HIBLR (%)
PSD O 8L (%) 80 71.4 0 0 7.7 0 7.1
ARG T o
i ﬁf‘;‘; ;w (e B i (23 H e Witk
T3 L T B
e IR E AV — 7 KD & R . P TN I g o
R SRR 2 KA o, Lm; i zﬁf:j e VV2 LHil, KB ELRABORENR, MR B T RO 2L,
T 2SR LI U 4 RS 2 3R M) AN RS SN /INILE Kuru BF I SIS VBRI 2SI R R 8 L R
IS IR F LA S TR
.. . [ES=Y =t VV2 LSBT T — o8 ] T8 RETRITEAE
Pk S F T R 72 i & PR oD L ] - RO THHU S a
Prb LA ST RREOTH (T ST A A E ST Bt LT A I

Parchi et al [6].020 —#RkZE
Met: methionine (AF A=) | Val: valine (#/XU>) | PSD: i - o0 & HIPE R #ME Ji% B8 (periodic synchronous discharge) . PrP: ~°U4">-%& 1 (prion protein)
*: BN ERNRT: I ER AT AT O IR M CIDT5 BIORNT ([5]L0 k%)
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CQ2-2. BT VAL IREIZE DIHIRIEKETT N ?

(E%E]

o BEIEMTUAUREIL. T)A 2 EH(prion protein: PrP)Z3—K 9 % PrP i&{nF (PRNP) DEILF
ZEEICKVELETIFETHS,

o FERRRIBRMICH SN, EIGM Creutzfeldt-Jakob J&. FILARTY * ARALRS— v A Uh
— & ( Gerstmann-Striussler—Scheinker disease: GSS) . B 3E & T i& 14 A ER fE (fatal familial
insomnia: FFI) [ZKE{ D EEEN B,

o HAMIZIEZHDEGFEENRESINTEM. BARTIEL, IR Creutzfeldt-Jakob &
(V1801, E200K, M232R) . GSS(P102L, P105L) . FFI(D178N) A k<& TLVD,

[l

PRNP #Bin 113G IR 20 BOMBEINLE T 28I 1 C, BRNGFIET HIETRIRHE T VA RN
AT D, B Y EARBAMER (BER(R) IBRA L5038 IRBRITERIZL-THEZRY, VISOI X° M232R &
FRNORIEIIH T D, FELHITIE, GSS A CID Kb iz s (1912) . ZD%IC CID 3R ES
A72(1920) . GSS IFFHEMDOER B E L TSIV TET3, 1985 42T PRNP (BART- D3 AT THD,
iéﬂfvf&fwr‘/ﬁbi%@%ﬁéﬂéié (27207,

BAME T VA AR DOV T XA T LG R

® &fntt Creutzfeldt-Jakob J% (gCID): 2octapeptide repeat deletion (OPRD), P105T, G114V, R148H-129M, D178N-

129V, V180I-129M, T183A-129M, T188A-129M, T188K, T188R, E196K-129M, E200K-129M, V2031-129M, R208H-
129M, V210I-129M, E211Q-129M, 1215V, M232R-129M,

®  Gerstmann-Striussler-Scheinker %% (GSS):P84S, P102L, P105L, P105S, A117V, G131V, S132I, R136S, V176G,
M187R, F198S, D202N, E211D, Q212P, Q217R, Y218N, Q227X, M232T

® MG ARHRIE (FFD) : D178N-129M,

PrP 7IAR—3 Z:Y145X, Q160X, Y163X, Y226X

®  /3JHAHE: 1-9octapeptide repeat insertions (OPRI), A133V

RITRLIZOE, BURE R CHIIL CODIBEIE T VA AR O R E | BRIRRE 72 R B CTh D, &
T EROFEEIT, HARIZBWTUIZEDOZE RIFRON TS, £-, TOFEELHEIEEITREI SR
%o IDIT, [A—DOEETH, REBUIZEMERHY, F—F RN THERDZE, HDHVE, IR 129
DR BT HZENHHIVTND,

HAIZEB W TIE, gCID 127250 DD2)NT, FRTHE A @O OIE VIS0 THY ., E200K, M232R 735¢
<o =77, GSS ELTIX P102L B3 FEAR T, ZDIFND XA T 1348 THi T D,

(1) gCID (V1801 Z5 %)
H ARDBAGIET VA AR RO 40%75:5&55 FEIEAIDIL 44-93 7% (G- 76 75%) AT BHIFIEK)
LYFLENTODN (FART AL 2020)  EEATIZFEIR THY , B K Z e SIZL0id CTREMoORKRE LS
LrAbRRBREIL TS (10 AFFREE) . FAE ﬁﬁ%rﬁx sCID L& & FBIRICHEI T A LG, T A
~ IR BN OFRAIEMER B EL TSN D2 b HY, MRI LR E L CIXLO TN ED
ZEH 7w, BEEL MRI HEBGRFHE L, sCID DI KM E DVRARDEAE 542 215, UIE
UISERIER ES DD M, BRI T TRWr 22 13U < MBI E K BIA D72 il D 72l Zauy, ik
I CJE WL R i EE (periodic synchronous discharge: PSD) 2338 LA BIIEA 720 (K 12%) . IH
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B Z (cerebrospinal fluid: CSF) 1D 14-3-3 B [, ATV EF, ST T VA 8 1 & S BRI (real-
time quaking-induced conversion: RT-QuIC) DG ZRAMEL | MK Z & THHEIZR D808 5, 22 Wik
EDTZOIT, BAGFREITMHTHY  ZMIDPHEE TED, 2 Wi 1L EE ORI T % ari#d L3k
AT 57D TR IT# (BRE REBEOHATRE) DIRFEDTDIZH HE THD,

I BRAFHNC L DA BB Tl RIMECE DU A A FRD 5708 AN R 72D &M EE DM %
i SRR AT status spongiosus OARILNZ 72D, T VA AR T DG T, M CID IZHeL
FOGHED A B TR GEE W R 222 eb D, Lol IR TIERGPEAT A ANEIE 26T
FHiD, LT3 > TC, BIS ISR BRIk 2 ey =22 Ty MEIC KD B 7V A R
NHEETHD,

(2) GSS (P102L—129M A #2)

GSS P102L Z %1%, GSS O THRHZWVAELTHY, 1912 E@*%%: BRTHHLENHERSL

TV, BRIRAIIZIE, 40-60 7% CTRIEL | ETVED Mk It RERE T | /MK | SEARS R 72 & %

TR R 2 7o 2 b > THIBL 975, HARTIL, jLJ”fﬂﬂZ(}LiE/m% i [i] « B DA B ) 1 AR
TEL TN I OHUE TH A bHivs, ZRT VLV ERIIDaR 129 %‘é?ﬁ)@;ﬁ‘%/?ﬁv\J/i)‘ IZE->T
JRER LAV AR EL AR, B IIATF A =0T D, —J7, D) OGA B R R L
HIZR R BI85 2 D RTREMEL &2, B MRI PRHGE T BRI I NI ) iaf&)%w;wﬁx
JEROHEITIZEY KM E S BE B 25805, JRELFEAICIT ., KM E OWRRIR B0 R # 72 C
HOA MR THVA L EENCEDTIOARBED | KIMECE O/ MKIZ S5 A HD, GSS D BRI T
JUTBAR PRI I TRESERDH, PI02L B R Th> ThEARMER DD,

SCBK

1.  Ghetti B, Tagliavini F, Takao M, Bugiani O, Piccardo P. Hereditary prion protein amyloidoses. Clin Lab Med 2003;
23:65-85

2. Takao M, Kimura H, Kitamoto T, Mihara B: PrP(res) deposition in the retina is a common finding of sporadic, familial and
iatrogenic Creutzfeldt-Jakob diseases (CJD). Acta Neuropathol Commun 2018; 6: 78

3. Ladogana A, Kovacs GG. Genetic Creutzfeldt-Jakob disease. Handb Clin Neurol. 2018;153:219-242.

4. Ghetti B, Piccardo P, Zanusso G. Dominantly inherited prion protein cerebral amyloidoses - a modern view of Gerstmann-

Straussler-Scheinker. Handb Clin Neurol. 2018;153:243-269.
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CQ2-3. T VA IR EILE DIIRERTT 0 ?

(E1E)
o TVAUKRERRAMICHELIZGEDEMTHD. REAFHDMFE N, TVF ERELFEE
DREME GEGHE) . OERCEIMNSREELIEBEZONDIDNZDERET)A B TH S,

o HHFM T, 100 BEMADBEESISHILIE/ETIAURKIL. LLTD 4 DTHDS,

@ NTF7Za—F=7®D kuru TEABTEBIZKYRRKEL-ELD,

@ EFOBRTERLVBRLEZBEERIVECHBIZESEER. AEZFLELIZED,

Q LHAEIERORLOHRREZRDIEIIROBEIRLYBON-ERERBIEIZLLE

D,

@ VBRI ETRBLU-FBHRERBEERTHIIETRRBLIZERER Creutzfeldt-Jakob
J& (variant Creutzfeldt-Jakob disease: vCJD) ,

[ ]

BARERUC R RUZE A IR T VA RIS KT DT L3 %0, U4 & H (prion protein: PrP) i
(RF-DARY 129 BAF A =2 (M) 72 DDV (V) 22D FHEFE T PrP D4y - 87N 19KD DA
272073 21KD DHAT 1 72O TV Z S CODH, e 5 &3 01k, M1 74
(MMI1 2> MV 1) 5>, V2 7UA2 (MV2 2> VV2) THHEE Z BN TND,

kuru (%, 8 O DML IR &5 2 Ha, ERIZLVRERSAIVIE LT 1957 S0 BITEA: 200 4 LA EO%E 55
DEEERI RO (AR 2 HTADER) . B ANEEEZEEL THBIIRA IZEAP L T, V2 7VF
DIEYeThH D, LU, BITELIIF D LOIND LWV ME D /RZIVTNDDS, Fealr 7699 LI e G, I8
D MV2 SEFIE DX BN HEETH D,

PR AVEAEFNE, RE AAEOVFERERE M ERU 7 ISR T 20 O T SRR, BT
(RN FESHZ LD, 90% DL EDSEFNIE, V2 FVA L DY CTH 5, HilE,| (AFETHIEYLR O IR MAE
BllE M1 ZUA L IBSAA L THOHITHEDLLT | FIFIEFITIL V2 TVF L BAL LT R K EL T, R
YL — M XL DIEGETIE M1 VA YRS LN Z 2038 2 Hd,

TR RERIX, DET 150 AEE 2 DBE LM UIESM T VA R THHD, ZHUT R oZ7 4
FT27%D 60% %N ETHE LI Lo THIEREISNIZHOTHY  FRZONEO BE RGO
FTDEWHIFERIAR, I, AR TSN OO TIFEAEDNEHEN B GG Th D, I—
2RO Creutzfeldt-Jakob JE D ELRIEAY . M1 ZUA L EGED 70%., V2 T VA JE&YE)N 30% D
EECRitishg,

vCID 1%, AT 1804 A2 2B F A LTIV, HERDOIMIENET VA ARITIT BT > TRl A 7R
LTS, TR IR IMAE G A= 0D A AR R R AR A 92 2212 LD YL Th D, vCID D7
L LT W E RO FRIAEEL . 2R 129Met/Met DIEALFTRIANEGL L0, 72, DHAE
(ZZ VBRI TH DR 219Lys B L0V BRI CTH D, Y LT=7 VAT 7 R IR N
JEDT VAL DM DS TODDOPFHECTHD, Fiz, DEFI O MR DS D vCID OIS
SN TVDN, ZOHFEFEIITEF A INETERO LT, FR DB O ATEEME B WK E TOWET
BHY | AR SR DG TH HEVVITEREIL RV, 7272, FEBRAVIZITIFIE BT OME R Sl %5177
NIRRT HEMES TS,

VL b f#3A L CE DI R AN IESE 7 ) A AR DN SRS ST B RY TH DN, s E
TN DIEFFE T VA AR OIFAEITIREME T VA AR O FIZHRE L TS AREMERHY A% bA T
UMEBIEL T —RATUAFRERIN 740 —T v L T b7 Wik B Th 5, 352, codon
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129Met/Met LW IIE R T RIDIE, Z 2 50720 129Val HSRD 7 VAL DBl 1o S o
TV A AR EBE DN DI IN S ESN T,

SCHR

1. Kobayashi A, Kitamoto T, Mizusawa H. latrogenic Creutzfeldt-Jakob disease. Handb Clin Neurol 2018; 153:207-218.

2. Kobayashi A, Munesue Y, Shimazaki T, Aoshima K, Kimura T, Mohri S, Kitamoto T. Potential for transmission of sporadic
Creutzfeldt-Jakob disease through peripheral routes Lab Invest 2021; 2021 Jul 12. doi: 10.1038/s41374-021-00641-2. Online

ahead of print.
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178 aspartate — asparagine valine Gambetti, 1995 1°
180 valine — isoleucine methionine Kitamoto, 1993 '

. ey 21382(:):1&];1:2; methionine | Hitoshi, 1993 7
200 glutamate — lysine n;/eiﬁ?;n(i);e Goldgaber, 1989 '
210 valine — isoleucine methionine Pocchiari, 1993 "
232 methionine — arginine not stated Kitamoto, 1993 16
Laplanche, 1995 %
R = 5191 kO~ FRECRLSIE | Ooldfarb, 19935
P %‘ ~D 8- 727X /AHEA (OPRI) , 16 73/ Goldfarb, 1991 23
X% (OPRD) van Gool, 1995 %*

Beck 2001 %°

FFI 178 aspartate — asparagine methionine Medori, 1992 26

E ﬁffﬂaﬁ@éfﬁ(ﬁ 163 tyrosine — others valine Mead, 2013 %
= ngt%#w}t 178 2-bp deletion (CT) Matsuzono, 2013 28
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7% 2. GSS OZWr L e

. e 524 (definite) : EEATPERRAVE, /INKAEIR | SR REL 2 E A2 35, 7 U4
EEL&:?@’TE\:W%&)%%L IR 233\ T GSS ISR 72798 BT R AR
T o0, FXV = RE Ty MNEDRIERE TR R EIC TR 7 E AN
BHSh=b 0,
FIEHEFEB (probable) : FERIEIR LTV A R ARG O BIIFEEF LFELC T

HOMN, JREFT R BH VA E A OFEARNEL TN O,

3. 5V (possible) : FHRIENHY, WATHERHIEZ L, /IMMAER M FRIE A
EON, FVA U E ABER OB AL - B VA R A OFEA SO
NQAVAAL N

7% 3. FFL O 2 W JLvE

. fifeF211 (definite) : ERIRAICHETTIEANR, FRFENE, QRGP REBLE RS, I4 o/ —
5<x IR, AR RS, BEENEE SRR FFI L TR B LRVWERE 2
L, 7VAVEHEBLE FOaRY 178 DEEEZHFLARY 129 73 Met/Met ThbH, =
DI 233UV C FRLICAHSI 72 IR BRAT RARE 350, i3y = AZ - 7nm
» NEDGRIZ B T IR A | CRE 7 VA B AR ST h O,

2. 1ZITHE ] (probable) : FEAKAIIZ FFI L TR ELRVERE 2L, 7VAEH
B T-DOaRy 178 OZERAZF LR 129 2% Met/Met ThH7AY, JiFAT L« B
7 VA EEAOREHADELILTUVRNE D,

3. BV (possible) : ERIRAYIZ FFL EL TH JELRVVERE L TWDAS, U4
R -2 RSO ELAT AL - S VAR A OFEB B EL TR E O,
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CQ 3-3. EEM T VA IFIIE DIDITEW L ETH?

(EE]

o [EJRT Creutzfeldt-Jakob J& (Creutzfeldt-Jakob disease: CJD) MM : ERITAIZHESIT VA
REBEREICIA T, 5 CID DZERAEEZERALTEWT 5,

o OHAETHREINTLAERM CID [FL THEIRFSIEE CJID (dura mater graft associated CJD:
dCJD) TH 5.

e dCJD M#92/3 (% CID BEGITHSH., HYDHI 1/3 £, T5—UREE(ENDIERTFIT, #
T LB AEL ., FAE R HAITIERN IR L (B #A1%E B #ATE R E (periodic synchronous discharge:
PSD)AHIELGEWNEITERET H(R),

o ZEF Creutzfeldt-Jakob J& (variant Creutzfeldt—Jakob disease: vCJD) M 21T : ¥ #HAE I THRIE
FTHIENEL RONBICITERAEEEETN B AL ABVVEENRE MY CID LITERLTLERIKEIRE
2L.5EE MRI O T2 3&5AER© FLARR B TEEMAINFIEDBRRMBEENABNDH
EDHBMBREMRZTT , HFREHAEWorld Health Organization: WHO)E2 Bt &L #E (2001)
(R 14) . TNELRETLT= EuroCJD (EU) MM EHE (EU case definition) (R 15) ZALVTHMTY
B,

[t ]
BEETICHRIESH TUODERDIESIE Y A 951 21E, EJFEME CID., vCID BL O kuru @ 3 FREENME
1E9 2, ZOH T, ONETRIEDHERSILTWODAEDIE, EFM: CID D dCID & vCID Thd,

(1) B A% CID

dCID O2WriL, 3N CID OBWIHEYE (57 3) 121~ T CID OR2WiZ11), £ Dk, i EITZIT
T EFAT A% MR RS HIUL dCID LT 5, RIFHZ, 7UA V& A B s T RE CEiS
M7 VA AR EBRIN D,

dCID D 2/3 1 &t #9732 CID ORGSR B A 3 28 F Th o (JE7T7—28) . — 75, dCID D
13 IR BLECT T — RO T VAV R AR A RO DT T7— 7 ChHY | e HFRRES T O IEE) L5
JER7eE A B L, R BICHOIDIEE D PSD 23FIE 1 A LANIZIXHHBIL R e & B ARE 7 73 iR
BT 2D |, 2D, 7T —2781 dCID OERIRZWTEE (22) PMERIN TV (3 13) 142,

# 1. 77—28 dCID D2 e () 12

MFENE Creutzfeldt-Jakob JHOZWIFEMEIZHET 523 B NRAKHLIRIERERAAE N HY | HEATIED KRR E R UTAE
Bl i i TR HIPE R i E (PSD) 23R8 72K Th 1 ZIEMEFE W (probable) &2,

(2) £ 53 CID

VCID [ TREARER CHRIEL | T A0 R R 2 8 DR B2 AN 9D 8030 3, F7-91
M CID AU & bl U CREEIR BB AN R\ 3, 2N WHO B2 WY (2001) (32 2) HI2iE~ T T, BATD
MRI @ T2 FRFRE 5S> FLAIR BE{§ CO LA FRED IR 1S 75 (pulvinar sign) (TFFEA) TH 2 (X
7)o DMERIO vCID JEGITIEFAERL B4 _E PSD 238072726 5, WHO O W ikED NFITHeFE
#i] (probable) | DIEIZ, TN I THHNTIZE HIE BB S B DRI RO 280305 | S INES -
6, IHIT, PEE T I BE L 72 vCID R (EREMER]) bt S 7, ZbaiEx TWETLE

W HE (2008) 28 EU 2B ISV (3R 3) 8, MEE 2 Tl KB 1T DRI s 7 VA BB EOE
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5 (R =287 vy N) AFE T DM EDR B D, IR TONLZERNHHDY, D FHITER
DIMET= | BRRRGEIZAET 223 pulvinar sign 23 A DAV B 123G 23 RBILD,

2. 8 HA CID 2 i 4E (WHO 2001) 4

II

I

v

A ETTHEO KA « AT

R 64 AL

R B ORENTETED
EIRPEO FTREMEA 2

F M Creutzfeldt-Jakob & 15 & TX 5

FEREMB OB (B2, A2z, JEBE0, B P, B=48)
TR IR AR TR (BT EOME)

KR

IA/E—XA ALy VAT

FRAE

A. i A R M E (PSD) ik
B. §A#8 MRIZ C it R bL =5 5

A, RHERCTRE T4 8 A G

moQw» MU QW

Tl 21 (definite) : LA 3BV, D> DOMRIFH B RS LT D**
IEIZ eSS (probable) : IBXO O 45HALITA & B Zi7-3H0
&\ (possible) : IBLOUO45HBE A ZHZTHO

| RPCERRIIHEE LV, 7272 BRRIE SR R CID IS BL , BHET MRI CRMUEGUR LS 1E

HATHD,

#H NI L OVINMIS . HERRRZE{L L florid plaque Z1E) B 7 VAL B ADILEERD D,

7. vCID @ MRI T2 5634

RO REREL (KEN) (ZH1ES (pulvinar sign) BNRSN5,
(EE CJD Y—ARAF X2 =whk D.A. Collie ETNDZE
BlZkD)

35

x4

PROIRNMIITH

i




% 3. BB CID 2 W ZHE (EU case definition) 8

1. #2236 4 A L EOMEITIE ORI A fEEE 295
2. — IR b MORBAEETED
3. ENHSRD FRARILE LM BRI LD TR 3 720
4, BEME ORI IMAE S G E TED

B. ERAE 7

LT D 5 DOREFEDI LA EL 4 D%§80 5

L FIEFIORAER (5o, R, RS0, BB, =40
2. 3 A% A0 B R (B AWTZE O )
3. KA
4. 3F/a—FA a7 VA=
5. FRAE

C. AP R
e ek
KIMFBL OV, HERRRZELE florid plaque 2 1EH B 7 UA L B ADILEZTRD D
Z DO EFT R

1. 3z C A HAMERTHAM: i 5 (PSD) i+
2. BHE MRI TR B {E &
3. AR TR 7 UA R AR E**

D. 2 HIFT R
PR B ARSI CVAE M D ERA~DERR (T 72 &)

1. %M (definite)
AERAEE COATFT RO EZ W 2729
2. |ZITHETEBI (probable)
A WZEGAEE B, BERIEB AT -L . C. MAPT R CHdiE b PSD B2 LB MRI O RIS R AL S5 5%
Ti7=3
ElEe
A MBS R T, C. AT R CRMERRIC I BE 7 VA B ARG MRS LD
3. &M (possible)
A. WIESZAEE B BRRIEBE A T-L . C. M AT & Tk - PSD A3k

il

* vCID DFIEHRWITIT, FilZ PSD &b 52 L35,
OB E | RPERITHEREL 2200, 7272 BEHIEREDS vOID ICA L, JEER MRI CRiBIE AL & 52580720 i ¢4
Thb,

3K

1. Noguchi-Shinohara M, Hamaguchi T, Kitamoto T, Sato T, Nakamura Y, Mizusawa H, et al. Clinical features and diagnosis
of dura mater graft associated Creutzfeldt-Jakob disease. Neurology 2007; 69: 360-367.

2. Yamada M, Noguchi-Shinohara M, Hamaguchi T, Nozaki I, Kitamoto T, Sato T, et al. Dura mater graft-associated
Creutzfeldt-Jakob disease in Japan: clinicopathological and molecular characterization of the two distinct subtypes.
Neuropathology 2009; 29: 609-618.

3. Will RG, Ward HJ. Clinical features of variant Creutzfeldt-Jakob disease. Curr Top Microbiol Immunol 2004; 284: 121-
132.

4. World Health Organization. The revision of the surveillance case definition for variant CJD. 1 ed. Geneva, Switzerland.
WHO 2001.

5. Yamada M. The first Japanese case of variant Creutzfeldt-Jakob disease showing periodic electroencephalogram. Lancet
2006; 367: 874.

6.  World Health Organization. Creutzfeldt-Jakob disease (CJD) and variant CJD (vCID). http://www.who.int/zoonoses/diseas
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es/Creutzfeldt. pdf.

Llewelyn CA, Hewitt PE, Knight RS, Amar K, Cousens S, Mackenzie J, et al. Possible transmission of variant Creutzfeldt-
Jakob disease by blood transfusion. Lancet 2004; 363: 417-421.

Eu case definition 1) VARIANT CRUETZFELDT-JAKOB DISEASE (vCID) [cited 2021 August 25]. Available from

https://www.ecdc.europa.eu/en/infectious-diseases-public-health/variant-creutzfeldt-jakob-disease/eu-case-definition.
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CQ4. 7UA RO ENEE /T FA

CQ4-1. VA RO EIEEIIEDITFHHL F30 2

(EE]

o JUFAURICITEULEEE S FBITHVD ., BEEEFERT—ILIELONFELTLS,

o EEFHAHRMREX (HBOBREICHTIERFICHTIEFEERRICEOHRFER
BBIRHIE) T, TVF RO EREEFHER7— /L EL T Barthel Index(DAYALYGN TV,

o JYX iR BREFEMZE (Japanese Consortium of Prion Disease: JACOP) Tl Medical
Research Council Prion Disease Rating Scale (MRC Scale) (2)M\E SN TLVS, MRC Scale (&3
[CBEEFEBEETETERT—ILTHSH ., TV VRIS B ORI EE DT
A mh-oTHEY., BEMEELIMAREETH A ML, BWEFRTIET VA VRO EEE %51
FTADITRBELI-EEERT—ILTHD,

[ ]

TV AT TR EDD TH, LD —RZEB W TERITAIITHEL . B U3 A W
(ZIEEN IS (2R D, 2072, HIEE VOB ORI HIZW, A TEEEEZHETDHET I
X, EATOHEZ S > TRIEET T SRR IREI T T 200N TH A, LIch3> T, BAEE /3 FELY
R E DI ST I8 5 BIE R G A — L&Al T2 DL TH D,

BUED DN E O A 55878 #5551 R 2 CHRA S QWD 7 U A8 O BEEFEAf 1 Barthel Index(1)
ThH(FE 1), 2T B EAFEEEZFHE A7 —WZ5% 4 75, BIEZDO A — ) WIRNZE P DU NE
VT — 2N B DAL U CHEBIC VDTS, AT 0 s R EE) 235 100 AU/l .,
— AT 80 A LI ETIZEE TR BT E L TRY, 40 SLLTF TIEELIRFRESND,

VA AR L LT B S A — /L E LTI, Creutzfeldt-Jakob disease Neurological Symptoms (CJD-
NS) scale(3)D3 W] T D, ZAUF TP E B SEME AT T 22—/ Th b, 7VAVIRICHBLT 5
FXF RS 8 SOOI T IV TR 26 HE 22T, TN ENOHEEE 0 = 721, 1 = B,
2 = BED 3 BPETIHILAFHT 5, AEUIT 0 505 52 48 (B HIE) 120495, CID-NS TIEFRIEND
DORFERGE EEB IS ER-T AL HEH S TODN, EEIEE S OIE H 23720, T B Z Lo s5ifid 7y
DHEHFDTD72SIVTNRNRE | WO DBE R DB D,

JACOP THE H &I TV MRC Scale(Q)IL7 VAR RIS RERRE-CRR A RE D REA A I
STHY, WEVEES LR FTRETHS (£ 12), B FHATEEICRT 073V —03 TIHE | S50
BERE - B RIS RE D ATV — S 4 THA BV, 7 11 THE DD, FRORNRITIGT T 2~5 BB CREAf
T2, RENE 0 5L REIE) 225 20 M ETHATT D, BURFR TILT VA RO BEIEE A2 T2 DI Kb
1 L7 EIEE A — /L Thd, ZIVBLISMT, IEF- O 21T neuropsychiatric inventory (NPI)72 &2 U
THVAARBEETIL TODHD6H D5 4,
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Z% 1. Barthel Index

T AT ik
FISE. F B LS OO o] R NI A2 10
’E HRAI B Tz 203, B80T E G- T L THB)) 5
2B 0
B, 7 L%, 7o M ANDHMEDL &1 GET B b & 1) I5
BT Ik | BIEOH B E LB A BT 5 i0
Ba) JEHTZ LI ATRE CTh L MR 2B 5
A ET IR AT 0
o 7 (e 52, (S, ONTAID) 5
A B R TR 0
B~ (RIROBR . R BT s B DR L AR aizn | 10
e A T)
MBI oI, K5, KR BRI BTS2 5
A ET IR AT 0
o 5
A BB E R AT 0
4SBT R (RO - ST 221 3B <) O A oA A5 I5
i Sl EOR BT ST RO A A 10
BT ARBEDS G, R 112C 45mbl EOEERHE 5
FELU 0
FIST. F 07 P O R OA B 10
B e 5
i 0
Bz B 77 AT — EROEREG T 10
W YN BB AL I RS 5
[ 0
G 7o L e, ASEOIDH N TRE 10
BefEa o LEIC A Telh. DTN BB HHD i 5
[ 0
GAETR L URZED B FTRE 10
BER= hm— L LXI A URBOROB A DB HE i 5
FEBU 0
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% 2. MRC Scale
HH IIATIT R
? 7 ATCEREEN—RILL L7
D7 HENIE RS L
WAL CODB AT —T VALEZ LT
PERZHI TETOBMNEIUCKREET S
24T
AL O o3I Bh
ERVA
BB NTERS B
H %
RREFEIITRR &/ FEERTE (B 0 CIEEIRTERY)
BH SrBYCHlE T RTRE (M N OfERIMEO A BRI H7)
ERva
BEY, JEHZELTERN
“E JELZ LI TEDLD, BN A BT 5 (NIZLD B, Bz X Bha o)
ERva
N
B B D 5% )
HL

1% B iﬁ
PEEEE =

=0
=0
H

PEPRBERE

NG

5 75130 % IS BAR A AE
HEEL~L DY E

B8 ANSSQEC T SR PN i SIS IS SN N
IEUIE RS b AL A R B

T E DN THE 4
JEBHORBUT DL D3 720 o, B E DT TR~ T

B} . HU AL LSR5 B A28k CU B RS o5, 8 BRI IZ &
AERORENOW | Sy vcuvps, HUOIERIRL TOBEBNL

& B LA REE GOy VB8 B S B D
FLIBIZIER ), Z<REOLO SNBSS

TR REARIAE 71142 200

7 RREARIRE 1155 L T - TV

i HLRBE FLoD i ] 3342 T A

VB BT, S AU LR B T2 L TR

N IR, IO IR, IOINNIPIOQINIPFIOIR,IOINImRIOI—IO|—IO

e & R REAR IR BE /)

— O Wil

SERENY i

— O

SCHk

1. Mahoney FI, Barthel DW. Functional Evaluation: The Barthel Index. Md State Med J. 1965;14:61-5.

2. Thompson AG, Lowe J, Fox Z, Lukic A, Porter MC, Ford L, 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(Pt 4):1116-27.

3. Cohen OS, Prohovnik I, Korczyn AD, Ephraty L, Nitsan Z, Tsabari R, 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(6):368—

74.

4. Simone S, Matteo P, Adam S, Huicong K, Julio R, Gabe M, et al. Multimodal MRI staging for tracking progression and
clinical-imaging correlation in sporadic Creutzfeldt-Jakob disease. Neuroimage Clin  2021; 30: 102523. doi:

10.1016/j.nicl.2020.102523.
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CQ5 . FVA IR DI

CQ 5-1. ZUAAFRIZE DIDNTIBEL F90> 2

(E1%]
o TUFUIRIZEET BEERRERTIL. REDEITING A EEWIEEIBASNTLVELY,
o BEIZEMINIEREERTIE. XTI FXIHYA0) RUMFURY Y IILITT—MRE
DEYHIREISNTI=D, TOESEFFERIN TV,
o RAHFINSGAEEALLTIIRERE., BT A, CRISPR-Cas9 VAT LIZLS PrP Eir
FOT/ LRE. v RAVEEEORENETHTH S,
o XHEEELLTEREZE. XREFE BN 7HHEREIND,

[fiai]

TVAAFIT, BEEITHEO MR MEZR B THY | BURF A CTHZRIERIEI TS LS LTV, 7 U
AR RIS VAR A (PrPS) T DL TRIE T HBOERIRRE Th D, ZNET
BB EL T, OIEFRFVA L E A (cellular prion protein: PrPC) 76 B K7 YA F H (scrapie
prion protein: PrPS¢) ~JEREZALOBHTE | @ PrPS ORI, S fRa iR, @ PrPS D7 fif, FrEZ R,
@RI AR 8 2 H I LT SRR R S D DIV TET, L LBUEE T VA IR HARIAH)
BHDHNTIRBE MR L R S TR, ZHVE TR B CR A B AL CETinEORATT),

W DRI
X7V P TV TETHY, FERRAIZIT PrPC 25 PrPSe ~DIE kA FLE T 28RBS T,
AART 31 BT VAR EEICIEE RN THiL, 2E Tl PRION-1 #BRIZT, 107 FlO7 VA
BT 1 H 300mg &8¢ 59 DB R T, Wk CI3FB R EORIER AN HE S, &
A A~OB RN REN 2D o7 12, SHITKET 54 BIOHRNE CID BAE TR LXEZ 300mg/H D
ARG 2 0B M ZEHER YT A BN B SN2 2 HHL AR OUGEE T A B
Motz 3,
R ATV TR ATV RPUVEWE T, PP LA L7 a7 7 —RBIC Lo m Rz etE T 21EH %
A3 5, 121 410> CID BE 2K L _HE R 7 2R B B T =N 2thidmn-7228, £
IR B BT ADNRD 5T 4
NRUNFURYY LT 2= RGOS RUARDERDHY | BVEMERE MR SCRIEI R ORI HW O TE
T2FEH T, PrPSe OEERINTIER R B2, MARIMBIM 2@ L7222 | = NI B LT —T
IVINSRGER G925 1 CERIRIFZEDM Tz, AR BRMNZ I T UA R B TR LTI EE N EF
fe MR YT = — MER DM TV, AR O R SRR SV EATHIHNIC Z D50 KD
EIMDFERITIRS I TR 38,

B OB AN
VA AFIEIF BT DHHRIGIR R AT 972, S0 BIETIEHL PrP HUIRIZEY PrPSe OFREEHENR
MBI SI TS, BEENSSE L PrPC T3 D5 TR A Bk 2 HIEDSRETES AL, ZIVETHT (kL
72 PrP X7 F R FFED PrP fil¥Ea—R 9% DNA V7T Ol A NVART Z—%Af 7a L O 5k
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DBAFESIVTCND 78, ENERTGELTZFFETIL, $T PrP £ /72— LUK (PRN100) & FH 2 IBHE DS 6
AD CID BFZR QI I STz, ZOFER CIIERKRIIC RERBEWERII A DN oTeZlinb, 5%
PrPSe DFR BN T m 3 FIREM N D ZEAVURIBE LI,

AR TR CIX PrP s T ORBIHNZLD PrPSe OFEAZMFIT2RANDD, TVA IR ET
JLCMEENIT antisense oligonucleotide (ASO)&#¢ 5-UT- 556, TP G- CHIEIRFSIERF I IR D B A S
NI ETH PP OIEAEZHO L, EFHIFEIER 52 RSNT 19, CRISPR-Cas9 v AT AIZED
PrP SR D5 ) MRHEIZ LD FEBUNHI OB THIIRY A DB D7 VA IR ORI I ATREED &
HESITWD N TUAIRENET LTl F AV RNAI 2 L C PrPC O3 BLA %0 1
(DS AR AIER LTS 0395 12, v e RIEIT PrPC O IE L EIRIZED PrPSe ~DZ
HMHNC L2 RO HD 13,

TVA RO REDDEE - TR REME D & D508 i | AR FIRIRF AT LTz, ZNBITARENIZ A
I TEDPBABOMBETHY ., BRI ZEODERRFFE ISR T T DBUCIE, #iE, Ao, 3
BEEREOMFINMETHY, BE IR — MR —EHER, BIEAL, 77X, Zhaikit
[EFBR D FMEEGIR COFMMEZRTIHET FALDBROHITND,

KHERE
SEEPIEIR | FEAEIR ~D XTI
T VA AR OIEBRER | KRR IR THIREDOTE T U AXZ LW HEZIFE T, tkx 727 7'a—
F LRI ARSI TG, AA—EL 7 L 2 — OB AR R T K3 B 18T L
TR VTR RIEH, PUBHREE, ST ASROA AR ERSh s 14,

BRI

FVAARZB O CLEISEEO R T IR ThHIENEL | BIIEDO i AR EE THOEHELHD,
AL, D QOL MEFFAMERF 272012, {8 & DIEROHEIT IR T B IE LU e T —
A OB THD,

VAR CILIEBN I, AR, &M, IA 70— XA E DL BB R A HBLT 583, DIkt

THEEFIEICRE T 58 T U RIIRIE D ITHES LS LTV, ZUThIEB AR OMERF . BRI

DT FFRAEREDKERF . B W AETEEMEOMERF BT, BERFF MRS 2 T D e EEL

VY, KT BRFNT T L OB CHEIT IO R INTIT, R ARERIL R LB R A RE LTI T %

T, MERFIEADOREMI R — b EE L5, By RIE L EERIE L SRR LR o5 M

FUEHEL BT — LT T E2ITHIZENEEND,

N

RO ORI T, AR MR U IS U DHERE T 14 L R E PO B A RIR S TN D, T VA IR BE
DERFERD | ARRBZPL T2, #7288 PR LW FREE ORI IRISRO HILD, BT R
BOBIRLTTRMEMENTR OV A2 THHY | W T IEEFEOEBIT QOL M LI 54 5 Atk dH 5, 7UA
IR O BT B D0E THEREOREHIA 220N R IRET TIED MM2 B AL sCID TliE:
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BN THERE MBI T DGR DD 15,
REBD ARRBISLTEIRY — B HFA~OEF R GRE RE R PHER) H B IS S
(PEG)T 22— 7 DR ELEDKIIGINE 2 HVD, 72721 PEG ITNMRBL O S ZE THYw U7 755
BH T CEMEINOIRETHS 16, TVA U EE OREE BT HFIRIIRCKE B AR TIE R 528
MEILILTND 17, 2015 AFITEIRFHOHETIE, MMI A sCID D Bk 26 A&7tk 25 AN %
I U 7=, PR IINIE 12.3£9.6 1 7 (P9 0 A | #iPH:1~32 7 A) T, BEEICH B EITeh o
Too — 7 BB RBELATORDSTEE OVEIRIFHIMD 4.011.6 22H THLT2DITHL, R K EL
1To7oB3E 161 22 H £9.4 )xA LRI Cho7z 18, ZHOMAEITIERR N SRAE /R E O SHRHRIEN,
TVA G EE D QOL DU AF M DIERIZF G-I D REMEZ RL THD 192,
DRI T KRRV T
TVFAROBW ST BB RLEDOFBL, DERIZR  ay VRN L LI DT LN EL, DAY Y
T KON ~DORHLE TR L IR REMEGI NEBLIENUETHD, FeT VA AIFDBERLED
F e T DR L OB VITIEME G MR OMR B N 2@ COYR— IR C& 2, ol
BTV IR B2 H LTINS AT, BRBLEMAESCRERB I 7 — OBV
T L7220 FIROBARKIYAZIZ DWW TOBRE TR | U7 HIMiAAT 2 285 AR — M35, #15
OIRFERLARZ TR G E TR, R RHE L DR BHE L OEEs R S 2 2,

Fed

VA AR T D8N T T 2@ Lo ERIEI, M T ROLERITITERESZRBLRNEOD, BHD
QOL DAEFRFRCM] b2 H 59 BT M) CTHEARKEIZH), Lo, Bl ClImn=t 7 22914
FIEIIROIL TR, BHZLIEBIOIEA RO HILD, Bl CITLMEI EHEL T, Z AR T O
R LRSS, LRl AN, BERE L (EERIE T, SR L L TLEIY BT -
BAT T =728 | ZRWHEN LIRS, BEEZDFIRD LI =— RIS DZENLET IR
FERUZHONTL, BECFBEO B RZELCERIREZ SR T HIENRYITHD,
TVAAFOWITE3 T, B /21687 7 0 —F OBFENEEA TR | BAR TR LR E D
FOBTANR BT T2 ATREME DS U S T D, 2D DSERIR IS I ST 0IZiT k0 — g o2 etk l
AIMEDIRGED KD BID,
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3CHK

10.

IFHESR, PRSI, PR S, 7Y 7 2L b« Ya 7 WBEICBIT 29~ T7 U 7, X
7V v, F=— IR OMNNE & BIERIC BT 20158, JBA ST B B e B Bl 4. ik i 7
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