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TARTAANERKRD A HIE 51

1. RITARTAANERD B XI5

JEE S B P A B A AR RBORII R F 2 - 17U A 9 R ORI A /L A GIE L2 B
THIMAMGCEE ) 3 L OVEAE B T B A A EHEMR BRI R T U4
DY —_AT L AL I TBHIZBE T 2P AEM IR | 1E, VA IO YA | BRR, M, Je -
JRHE ., TR IR S A TIEMFFEL . BRI & AT REIC T D~ — I — s W S vt | T AER T~ —
J1—« FEIE P RLUE | Bl 2RI T B TR O T U ARRENL L TNOE B EX TSI AR
FALRBEY T A RTA L AR T DL LS T, FUAIRDLHE, TP SEAR~ET 7=/ ZEC
HMlkT 52 ea il T,

T VA AIFITHET TV CBER R B EIR R CHD, T, B RE-CIMEBERMR A %57 VA4
RO AT LSEHR L CTE T2, BT VA IR{ O —E LRGSR -7 VA 3 e v DU i@ﬁ%i))
SIEHET HZLIC LS TRIETAD T, ZVA RO IEME: REIZWHIEE DO 2 WL T B0 7-8%
HEETHD, IEHRICEIL CITBUE ST REA L LT IBHIEI TS, LR ZE Clitk < iﬁ@efﬁ%
WS FHHEI, A% OERER AT 7= IO AR L TD,

DTV ANFBIRTART AL 2020137 VA AR 2 B L LW — R ERT IS ERT 25 0
Thb, RIEDOZMBIONEEICEATIHARTAL RN T 5281250 KIENRHNCZISh, BE
NIRRT HZ LN TE DR D2 A2 LR 5,

2. RITARTAANERL DR FGEEAER T

KHARTGAANT T VA 5 S ORI A L ZRYE BT AT ICHE | & [ 7 VA IR D —
AT ALY T P BT 2R A SEEE | O BEO MR EST  WFSE A WFSE 0 03 JE R CHERR
LIz(BEEA#E (7 i~ i 1 ~—Y2) ], BAERNZREROREEL T, £ P VA WRBERIIZED
T UA R BARITE RS S (LA 29 4F 10 A 21 H . Melbourne, Australia) (ZC, [ ZUA IR HBETART
A2 2017 GET L, [PV ARBIEITART AL 20201 7V =T = AF a2 (CQ) T TIER 528
BRTE LT, I, Rk 29 - FE I FEBE G RO A st A2 (AL 3045 1 A 15 B HUR) REOIFEH 2=
AT, [FVUAIRBIRTART AL 2020 DRERL, T ARTAAERD J5150FINE R D J7#155) 12>
WTHARMNZ G BEES T, CQIFTIER T2 a8 Lz, D%, WAFFTEEA R O Z BT

S A TE LR DO E AT T, BRI T AR T AL DIER 75 FIEIZLL FOEY Th D,

(1) KBIRHTART AL DR &R Z B Y 2

HARTGAAERRD B HIE 735 (L A KR
CQ 1. 7UA L Jm OB
CQ 1-1. ZUAIRETE DI ATT A 2 (LEIED)
CQ 1-2. FVAUAREE DI L ET0> 2 OKIBIEE)
CQ2. FUA L HH DI
CQ2-1. MMM VA AFLTE DIIRIRB TN ? (Bl ¥
CQ2-2. WatEF VA AFLTEDIHRRB TN ? (EREM)
CQ 2-3. M3 F VA AR LT E DI T2 (LA Z)
CQ3. FUA RO W
CQ 3-1. FEHETVAAFIZE DI LE 0> 2 (g rah)
CQ 32, BARHETVAAFIZE DI LE T 2 (=& MHR)
CQ 3-3. HHHETVAAFIIE DI LET 2 (GED %)
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CQ 4. FVAUIFR O FEAEFE /7 4E

CQA4-1. ZUAAFOEIEEITZEDINTFALF37 2 ORFEHEZ)
CQ 5. TV IRDIEHE

CQ5-1. ZUALIRIEDINIEFR L EI 2 BEHFEI)

CQ5-2. FVAAFEDOHEHRIEITE DI ONHIET) 2 (FEHFER)
CQ 6. VAR DIEFE TR KT 2 LS R S

CQ 6-1. TVAIRDBWIEZIT T2 BESLEHRED RO RAL NI AT D 2 CERFEWPE)
CQ 7. FVAANFDIEY T

CQ 7-1. VA RDBEG P HEIIZE DIHRLONHVETH 2 (FIFEHEEE )
CQ8. FUA L IRDBIR LT

CQ 8-1. ZUA L RDOBELABIIZE DIHRLONHVETH 2 (WIFEHEEE D)
W& FE4E (WF R JS)

(2) TERCFIA

1) R HE S IR L DR ERR LT (2021 428 ).

2) WFFEHEES RIL, TR COEREELD T, A BT 2RI EMEZREL, BEix
KeH7= (2021 49 H).,

3) WRSEHEEG RIL, FEONE A R R HER (AL, R O  dET 2 KL 72 (2021 4
10 H),

4) WFEBEEES AL, GG U2 80 T 2N MR EiREtR s 2 BICFERZME L, .,
B RARDZ (2021 411 H),

5) WFEBIFHE R, TR COUGTHERMEZELD (BHEMR) . BEME R —L_X—TABRL, JR/X
TV 7ar MRz (2021 4 11 H) , BESRABTHL a7 iR — ko N — 78 L0
BETVAAFTRE - FHEOEOE, B RAZRDZ (2021 4 11 A),

6) AL RiE, N7V 7a A R KO E SRR LD T O RIS & M7 ek T
EANZ, B Thd B AR P2 B IO H AR EYE P I KoK FRE R D72 (2022 4 1
H) o MIFRNOOBETE RIZHEDE | dETURMIRZERL . W52 ORRE1F7- (A Ap R
232022 FFk H | B ARHRRERYUE 742 2022 % H) .

7) AKRESIZLOESERAREL, R K OV — A= TABI L= (2022 4% H )

Q) R FEAER DT DI SRR SR AA T o To BB BT — F N — AL IR 6 G 1
Medline VT 2018 42 7 A 3 HETOXIRO MRS,
— IS BN EERE P E o 2 — ISR RO R & KL . WD T — 2R —2bifi—L
Too BARIICIT IRHRICBIT D CQIZH&, (B ZE BASBE Y 5% — U —RARE LTz, [HRSE A dE
VA= DY PERE SN =T — R ab LI A& AERR L MR SR SR 21T - 72, flitish
T2 LN WG AT /A RDBRED T2 F—T —ROE T 2P % BT -7, MHFR 1%, Medline (2 2018
7 H 1 B35 2021 4F 6 H 30 H ETICHME SN SURE R R E LT, TVA RIS 2 BRI 5%
WHEITLL T O THD,
1) K 38 N4 : prion disease, familial prion disease, treatment, supportive treatment, palliative care
L 445
Kuru, Srapie %%/ A AN EL2 572D RN



3. RTARTAANANE AT HTE T AL ~YL fiET7 L —R

PN ARTA LTI IBROIBIZBW T, FRElZRd Minds 2T ARTAAER~==27 /1 2017)!
kBT AL~ L HELE L — R 35,

HERDRE DG 1E
1. HEEED RS R HELE 2
2. HESR DGR FR<HELE 5 (1252 9°D)
(HESZOBRE 72U ) AR HELE AN C &R )
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HSREDTD D, T UM LEFDTE T AD IS

A(BRW) ZhROHEEEHMELEZ X R 9Dl U SIS RIE 3D
B (HFEEE) : BhROHEE L2 R DM SIS PR E OTIE RS D
C(FY) Zh R OHEE M HE L2 X FF 95l YIS IS DR IR ERI THD
DGEFIZHY) . ZROHEEMHEAIWESE A T 2B YISITIZEA L HEE TERW
il AL Wik
HELE SO, #HELE RS, B F U ADMeEME: (RES) 2 HFL4 5,
LA
1) BE PITUTER 1 2 THOZ 2L 32 (S OMRE 1, b7 ADOMEEN: A)

Iz
2) B PITKIUCIAIR 1 2ATH T LA S th M X THER 2 (MR DIRE 2, = F L ZDHEFEME: C)
3) B PITHRILTIRIE 1 ZATORNWIERRE T 5 (HER OIS 2, =8 T  ADHEFEM D)
4) BB PIZX U TR | /TR0 2 e & R<HELE T2 (HERROIRX 1, =87 ADOMESFENE B)

4. RITARTAARR DRI EZ DXF)E

(D) KIARTANTEITEH CQEXDBEHITHNT

AFRBIZONWTE, TET VAL LD EVFZEIZZ LW 2D | RO ER T CQ X ETHI LN
WEETHY | FEINNI Y77 TR AT a2 (BQUIFH Y T2 DONIEEAL LR [T VA
SRR ART AL 201732 A ARE G RERFAMESASE O - RS R D& IBRELTIL CQ B
RN T D22 ML ROk 29 LA R FER & SR OMF 78 233 CIRE , MRl L7z,

(2) PRBEZ IR DR < 1RIR D B MW T
PRERFSIRI DR TRIFRIZ DWW THHARTAUNTE D BRI TRRO LIV TO WG ALT, v
/R DEW Tt a7z,

(3) BB L UFIZRAH L DORIEIZ SN T

KIARTAANEL DG SIIAMTEIE A ST L T B R AT TR B A B @2 8D, ATARTA
ANEBUHESF LT R | IR 8 IRARAR U B T 2 A a0 7, WS 3~ S HIF AR A
W F727 o7z,

SCHK

1. /B, LR, ARERCR, 1A EA, & EREHEGER)MInds 2T AR T AAER~ =27 /12017 238 M 5
N B AKE RIS HERTAM %S (https://minds.jeghc.or.jp/s/guidance_2017)
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CQ 1. ZUA P DR

CQ1-1. ZUAANREIFIE DI BT ?

(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 AR EGL K T T VA AN LD EGME” (R TESER MR AR B O—FECTH D, FF
A7 2R BG & OFE TUBR ZEMEERR IR IMIE (transmissible spongiform encephalopathies: TSE) &6 MEEILD,
T VA IFIIFEOBER 2 TEIE T2 NBRILBIERYYE CHD (R 1), TVAIEEOEFERETH
% PrPC OIEENE(L LTz PP ZDH D THY, ZAUZL DT VA i3Itk (7 VA ARG 13550
IR Lo TEMTBILTEIZ

PrP€ [T, &5 20 Yt iR 12D PrP A5 1 (PRNP) >5H KB, EITHRAE R T, D EIZV 7GR
AR CRIILCRBY, a7 7 —BRE M TR0, PrPC I 253 T BEDORI AT FRELCEA
SH, wAID 22 TV (7 T NARTFR) ISFIRFRZ R ES I, SHICHIRRIZ1T 230 R IEOA7E 1T 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,

EEDIED PrPse (XE I IURE (strain) EHFHEINL 7 VAR OFRBOENNZES 595, 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))
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#F 1. TV AFZDOHFE

) =

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) EFDO T VAR

ErDO T VA IR ITOREREMELIFEME CID]* (JRIEARB) | @&sME (PP BinF A HEIZRH) | @S
(T VA ~DOUgEFEEZ DIERZED) ITRBIEND (F 1),

TVAAROFIEZRIE, AF 100 T AHTZVERIZIELANTHY  IFEONETIE 2 AEIZHEmnL -
SHD 2, BNEOY =T BT ARG OB T, EME CID 76.8%. MMV A 95K
19.9%, JESMET VA5 2.8%DINETH -7 (X 1) , OREDOWEGMET VA JHIL vCID 14 3 ZfrE,
T dCID THY, dCID TR E O EIC I D BFE AR DL 155 6 Th 5 (2021 4 2 A BIfE) , vCID
VR [E A TR BRMN S I LT ST AR 1338 E NS D LT, J2E Tl 2016 4EDSE T B e 4 12
725 TS 4 DAED dCID ) 1995 H41—27 LU CRIEEN T L QD 8, 29RO BE R G O3 %
% 21T~ 7,

1. VA AR — AT AFR B L (1999 4 4 H ~2021 4 2 A) 1Ko CRIESNZ, DRE DT VA
95 3,975 D4 ¥E
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ZEACID
(vCJD)

3 [EEET 3% {IW@“%>

FNOFENCID
1641 (0.4%)

9341 (2.3%) BB IEERCID
(dCID)*
92451(2.3%)

BEETY A VR
2 83681 (21.0%)

FF—RAT
i}tﬁfjﬁﬁ MFMECID (sCID)
= 2 LA 55 1 |3,03061 (76.2%)

| (ERES |

#T4HE, PRNP Y163X I3 D ZE AL, T B HAR - R R RS 2 EMEL TRIEL . RITRAEZ 21,
RE AT PP 7 InA RILEELRBO D RH M PP 7 IRAR—U AD GRS/ (Mead S, et al. N Engl ] Med 2013;
369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20: 67-69 (Z2>)
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# 2. RO T VA AR O OBEE GEIX AR OfifR DA 2 IR)

(1) #I%sME CID (sporadic CID) :

(2) BABMET VA ¥ (genetic prion diseases) :

(3) #4547 VA 9% (environmentally acquired prion diseases) :

R OREFMED T VAR, G CID OMBFNI, FRAMSRER T, EENCHH, SR RS TR
JiE | SOIZHEAREE - SEARIMERENE, I47 01— XA 20 E OMRFERREME S SR IZHEFTL, P 3~4 AT
IS ICED, — 7 C, IAORRIR M T2 R T IRV BB TR AE 35, TR OE T, PrP {512
R 129 2R 7057 — P HHE R PrP OEWICEEL TWVD, 4R, 7077 —PIchEx s s
TR EE PrP AR T D IEIAIBIDO—HE (VPSPr) bt & I TV D (E*S ) .

AR T VA RIE PP S FOERIGERL, ZEOEEPHOITND, ARG AUTE e A E
BIZTHHN, BIGHRBERMESE R EZA L TOTHIIEE T, BERANCIIFE RSSO0
MFEHIE L CREASN DA R HD, L ROFEFEICLIY | AT TOMER CIMIC PrP 7InANBAH T5
HOLGSS J5% ], CID HEDRFE LR ELZ 7~ H O [CID B GEAGME CID) 1, bS5 EME AR IRE(FF)., %
NLAMTKBISND, T4, 25 PE PP 7InAR— AOFBHES - (HE 2 H)

AT VA UL, T4 VIR SN ENEBESTAZLICE o THRIET 5, DB ETERL TV AR
B4t CID (dCID) 1, ZVA G YeS i Nep R i SREERR O Behi | 2 LD, 25488 CID (vCID) 1%, ¥
DTV ANFTHLT IAGIRIGE (BSE) D F VA NG RENT- B DOIRENE 2 B TWD, b
E D vCID Bl s E AL F1Z BSE 7VA UYL TWBIART DBHAH R M ~DOIRGEEE LT
7= 3,

3CHK

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]
TIVAURDAIEEREEZEZDIEDN B DE—STHS, DERETHEDRHMAEGE D #H#F - FFHEIR
904 YIT)L-aTJE (Creutzfeldt—Jakob disease: CJD) BEMFI LIS 2. EITHIERTH o
=V, BERFGEHFEDERNBEILDIFREFIAHY . RRTHDOHBEEMEBOZHTEINT
TIVFUREERNTHE 1),
IRARHLEEE TGS, MEMN - XFHBER. 7721710, BE - REEORRAMEIEZEXEESZ
[TBHZEMTES,

(]

(1) 7VA AR DZH

FT, BURIBER LT ST VA RO Al iet a5 25 (K1) , RUEEITHEORREE , SRS, #EE
B2 70 & DA S PE A T CID BRAIGI DIAM T, HEITANEARTS 720 | BN 72 O R B DFER A
H S FEIAEI 2350 | TR AR B O 4R A IR B OB W ClI b 7 VA IR A 8535, e I
(FIRRE, BBRERE, JEMIESE) O A (IKi% . MRI, B8R~ —h —. 7VA4 & AEET) TR
HC Lo T MIEBEBRINL T VA IR L ORI E B W5 (BRI OEESIR) | [EA 588 O VA
VIRDY—_AT AL EGET I BT 2R AT FREE L, R CEAR 1 - BRI A A TR AR | A - R P
RO SRHIT> TS (G — AT AF B - ALEF R CID 4 FEE || — AT 2B
R 2, EITHIB BRI 7 VAR O BRI RS W D A 7n b G T Bt RICH BB TH D, 7
VA IRITER 5 FARRYE IR E S TR, 22tk 7 B LINICAREEFTIC | 2250385 3,

Q) FUAANRDIRIRr T, B FlE~D K

B SO AR AR RO IR AT L RHERY - XA TINE B TH D, YMEIC ST
WD, T D NBERSIR - D FTRE CH O FHEC R O BRI KE) CThD 4, 7VA L HRI34E E HER
THY, EIFRBEREZ T HZENTED, HREHR T2 — DR — b=, ERE A S —
RN K QNI GE S T G S Q0D 5, BB -FIHER L CRET VA FRBE FER 0k
TSRS AL ] D K 4B AT DY a TR — Ry NI — I D KB L2 T HENTED 7, SHITHFZEHETIE,
BELCEIRIRTT LB RO XL T> TS L2

3K

JEAE TR RS B A B & BB TR ORI IS 2 [ 7 U A L9 e QSRR MED A L A SRYSE BT~ 2 AT e 8E) - [
VA ARDY— AT AL EYe T B2 B3 23R A AF J2 8K ) (http://prion.umin.jp/index.html)

TV AR —_A T AR QG T 5 BT 2R &N FTHE 2575 (http:/prion.umin.jp/index.html)

FAEYE R T ZE : http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshoul1/pdf/01-05-05.pdf)
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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 RIEGE T 57T AR Z 42 2020 (http://prion.umin.jp/guideline/cjd 2020.pdf)

¥R Wz & — R — AX—(http://www.nanbyou.or,jp/) :

TV (1) 7aAY 7z )V ka7 95 (CID) (http://www.nanbyou.or.jp/entry/80), (2) 7 /VAN Y « ANAART — /AL
F—¥7(GSS) (http://www.nanbyou.or.jp/entry/88). (3) HFEIM:F it R IRIE (FFI) (http:/www.nanbyou.or.jp/entry/51)
EETVAIFESE - FES (http:/nanbyo.jo/sapo/prion/)

Y7 AR — My b7 — 27 (http://www.cjdnet.jp/)

1 ZUAAROZW ORI
FEANIIAS U S IR
* FIRIEDRVER THIBIA AR RAE R TDHIENHD,

T A RDZRIDRN

ERFRPTR
A

[ ]
CIDEBH (T U A RZENED) CIDFESRE (B 5 (C(IZUIN DY)
RUREEATIERRAME (/) Vs, REEE, = TRRIGRRE, BAME, /MR, /(—F>
AOO—RA, HEE/HAI R ER, HE\EE VA A EIEERE, BEREEREIRL
WERLEEZZETD BITSAEIERN'HIID

[ J
RELDRA > BREMRONE
FKIREDBHE Miw - FRARE : REEDIRI
BHERE : BEIRFSHE - T EARAIOERELRE :> <: ARz« EIHRIEREIHATERRE
HEERE . REVREDTHTERE MRI : {LEGEABHER THES

TUAERBIGT  ZREER (IFEMET
B FREY)

/ B : 14-3-3 - A EESMBE. RT-QUICKE

fRBORRS « B, BHE. 7ILWYI\A<—
B TADA. 12E

MFMECID BEETYUAR BT UA R
(H2E5), FFELEH]) (3&1RM£CID, GSS, FFI) (EEIR1ECID, ZFEICID)

CID: Creutzfeldt-Jakob disease (7217 =)L k27 75)

GSS: Gerstman-Straessler-Scheinker disease (7 /LAY« 3 2 MAA AT — 2% AL T —)
FFI: Fatal familial insomnia (B30I HEMEANIRIE)

RT-QuIC 7%: real-time quaking-induced conversion {4 (5 7"V 7> B D HEANE |2 12 e B HE A 1)
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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 IMFME Creutzfeldt—Jakob & (Creutzfeldt—Jakob disease: CJD) M T A EDH 8 Bl 58S,

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

o FELDOEEAMRIEAMMKE (K 1), 585 MRI-HLEGRFHE TOKINKR B OREADEES (K
2)., NERERPDRIVEBN 14-3-3 EHNDSE. RT-QUIC (real-time quaking—induced
conversion) ;ED G ERT ROEGREZEI DS E L5,

. ')A EA (prion protein: PrP) &Iz FaRY 129 R ETOTF7—F 4 PrP(PrP) Do T
RAVTAYMENEREHASHOE A AL ERRZRCREM R ELGHEL, MM BUAVE SR
#I7%: CJD DEERFEFMEZEY 5.

[l

IFEAE T VA AR O KGRI INFEAE CID THY |, AEFERAEIE S0 Prpse ODF’W%/TH"W%%E%
T, PrP R IR RAFRD I 4 100 5 AT 2 AFRREEDSFRIEL | %%f“ ESRIT AR
—ELTWD, BEEIIHIMEIIZHD0, TOFEITIT-EVL TR, 2k iﬁﬁ%ﬁ%@*ﬂé%é
(World Health Organization: WHO) D FEHEZ2 L RS GIL, e EZITIC iffﬁ%ﬁ’ﬁﬁ/—ﬁﬁ)' ”E’QT?JZQ L
23, W DGR T I LIS 5 T 573 . 2 Wi IR EEZ2 3 E SR Il%, 8> % 4 -6, SR BRFHITITEIT R
Jibd B BT OMRER AR L TR L /NI BB L MBRIRZEA o7V A — S A i A58 0 | # PrP %’“{Ng
W et 2 i 797 AUE, PrP UL DO BIVS 5, EIZHCK THIEZHU TV % variably protease-
sensitive prionopathy (VPSPr) |%, AH Tl THi CTh o,

IFEME CID IV THURARR R IZIEAE 95 PrPSe X, V=R 7 iy MigHTIZ LD 1 3L 2 B2 50T
55 (X 3), PrP i@ Ry 129 2 (AT 4 =L BRETEFO MM B N Z~T e TR MV Y
ERETED VV D) LOMAEHHEIZED, MM1, MM2, MV1, MV2, VV1, VV2 ® 6 BUZ /3 ¥,
I MM2 BRI EEAT FLIC 0 B R SRR 3 Havs (3 1) 0 MM BB AR EE 3 2<
MV1 BLE L | Z SR 72 CID OREIR R &R BEAT WA 5975 > 6, MM2-B B SRR AR EA T HE DR AE
ROKM R EAE R A L MM2- R IARIR-CRFAE R & IR ST D, MV2 B 3RFREIR CHRIEL |
TRMRRORZ T %, AFTIX VV2 BT TR CTHY, VVI RO E 37 57,

FENE CID DERRFEIE 3 T /2T B, 5 1 WNZITE SR, 5@0% DENAEEIMEDOIL T
L IO BRSO FERF RAVERDIFRO DD, 2 NSRRI RERE E N Sl ITHETT L, 471
—XADHBLT D, MR AT FLCIINE R S O TUHE | S SO O H B, /J\Hﬁ‘réﬁz@ﬁ%éﬂ R <A
=7 HRPUE ., BAERUSEDTEDOBND, 5 3 WNTHEENMEESIRAEL /R0 | b BB R [ELR0 ) th e ik
Na BT D, RTINS 1 DL AR T 208, BEERSIREICE DT TOREICECKBIED
22137 R R BOMERIEIC IV B HIIEM T 5B 2 5105 &9,
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3CHK

1. 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.

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

3. JRAETIEERFE B RIRITIE . BN AV AR GEAATIEEE. 7 1AV T 2 Vb AT
B~ =27V (BETHRD . 2002

4. 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.

5. IwasakiY, 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.

6. 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.

7. 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.

8. 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.

9. 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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SOTNN, N VS | N VRSP W NP | VRN S\ G
Fp2-A2 uw\/\/w"/\f\JmM’N\[\"\//ﬂ‘j\/‘W\[\ LtV \,/“MM\, .
SRR\ WPRUN | W | N USRI N WA W N
PR | RS (P ST, SRV P o P PR | LR |

TL-AL A it et A S pP et NS N
T2-A2 I\ e WA AN e e ™ A Nt N e
C3-Al ,,,.»/\”M\/\/./\/\\Nv///\v/m/\”/mﬁ WW
caA2 N\ DN N\ AN N AN\ e
P3-Al N\ o\ ,M«—f\/\vvfﬂf\,m/\/\,/-ﬂ/\\/”\/\/«ﬂ/\‘/w’\/\f

P4-A2 ,.A-f/'\_m//«\,_h/v'\\\,,wf\mmM\ N AN
Ol-Al ,/\/\\WWM...A[\J,,,“M/\WH/V\&M /\/\,AJ\/\MMN\/«”
02-A2 ,/J\VMV\MWW\.‘MN\‘M\,/«»/\/WL/WN\V/—%&L

B 1. B3 < oD JE HPE R B 14 5 EB (periodic synchronous discharge: PSD)

20



2. BHER MRI - JE8K 58 584 (diffusion weighted image: DWI) TO KAXNEZE | #R
FEOEEE
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. . ——21kDa
- —— 19KkDa

1 2 3

3. 7uTr 7 —EEHET VA U EE (PrP) DY = RH¥ 7 vy MiEHT

B VAV E AR E AN REERE CUBLLI- R ICy = AL T ay T h Ll BEHO
ALY 3 DD RNRELD, fieb iy T EOEEV SRS 21kDa {3 S
AT 1 BT VA& E (type 1 PrPSe), 19kDa T i B3 duE 2 7 U4 |
(type 2 PrP5%) L3 %(kDa: kilodalton),
(Lane 1: MM2-F2'E B4 CID 3, Lane 2: MM2-f R4 CID 51, Lane
3: MM1 B CID )
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7% 1. &M Creutzfeldt-Jakob 75 45 B DB 35 IO A9 BRA-HO RIS
MM1 % MV1 Y MM2- 2 BT MM2-HpE Y MV2 5 VV1 R VV2 7
PrpP {51
2y 120 %5 Met / Met Met / Val Met / Met Met / Met Met / Val Val / Val Val / Val
Prp %4 Type 1 Type 1 Type 2 Type 2 Type 2 Type 1 Type 2
o o U A s — R . MR ZE A ) PSR
» /\iﬁ X i Sawinl] )
ey Heidenhain %! Not established (I PEEFEME RBRSE) Kuru FE22 Not established Brownwell-Oppenheimer %
HERE
P KA (%) 67.6 2.7 2 2 9 1 15.7
_ 7 T T A~
AHHI(%)*  85.3(MM1+2 O 6.7%% &) 27 6.7 40(MM2 &E‘fﬁh‘ B 13%E 5 13 0 0
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) 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)
B SR CID DR, RHHES THEDOTREME, PSR A ARHR, RSP AOIR TG B HEATYEDFRAE L I 2 S DB TN RAVER CHAE
" FELRIRIN T Sl TREE FAis HEATHERR A FREEIT I B
IFTE—RXAD
! 7 1 7 77 7
W (06) 9 00 6 50 6 66
PSD O HiBLK (%) 80 71.4 0 0 7.7 0 71
N B D
Hmﬁ;«g” (2 (G e Kt I e Witk
T3 L T B
) § V—T %D e FE R | . y N, N
s SRR KT A 57, ﬁmz;;,&i *; E{:j i w2 Ll KRR B DM, B0 BB T SR DB 2538
T 2SR LI U 4 RS 2 3R M) AN RS SN JINIMIZ Kuru BE I SIS VBRI 2SI R R 8 L R
IS IR F LA S TR
o . [ZEAETRN VV2 LFELS 5037 T — 78 . To—IM | RETEIEAE
v S - 2 I Fe ) JE FH O vk 3 7 GEIRS FFI
PrP ik VT AR 22 JE P Ok & (T F 72 =R s TP R R R

Parchi et al [6].&:0 —&BZE
Met: methionine (AF4 =) | Val: valine (/3V2) , PSD: fidit bo>JE #14: [ #4: / % (periodic synchronous discharge) . PrP: 7*UA4- % H (prion protein)
*EHNE RS IR EERFEFZE AT O I CIDT5 BT ([51:0 ek Z)
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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,

[fizai]

PRNP #Bin 113G IR 20 BOMBEINLE T 28I 1 C, BRNGFIET HIETRIRHE T VA RN
LD, FaRENEERIER A LD, REFRITERIZLSTRZRD, VISOL X M232R (I RNDHE
FEIIH T D, FERAYIZIZ, GSS 23 CID Kb G I (1912) . Z D12 CID 2338 &K E4172 (1920)
GSS IXF MO B LU THENLSIVTET2A3, 1985 4212 PRNP IBE T3 ASH b, BB U4
NS HE RENDINNTTe T2,

5. BT VA ARV T HAT L8 TR
® &Mt Creutzfeldt-Takob #7 (gCID):20PRD, 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,
MI187R, F198S, D202N, E211D, Q212P, Q217R, Y218N, Q227X, M232T

® PN FIEME RIRSE (FFT) : D178N-129M,

PrP 73IAF—3 2:Y145X, Q160X, Y163X, Y226X

® /3¥AAHE:1-90PRI,A133V

RITRLIZOE, BURE R CHIIL CODIBEIE T VA AR O R E | BRIRRE 72 R B CTh D, &
RFEROFEEIT, HARICBWTUIZOERIFTBOENTWD, o, TORESFHIMNELITRELZEAR
Do IHIT, A—DERTH, REFUIIZHEMERDY, A —F RN THLRRDZE, HDHVE, 2R 129
DEMIREG BT HZENFNHILTND,

HAIZIWTIE, gCID (27226 D D7D T FRTHE S mO O VIS0I THY | E200K, M232R A3t
<o =77, GSS ELTL PI02L N TR T, ZDIINDXA T 13D T T D,

(1) gCID (V1801 Z5 %)

A ARDBARMET VA AR BIROK) 40%% 56D D, FIEFMEIE 44-93 % (2 76 75%) A5 BRI 3AY
LYFLENTODN (FART AL 2020)  EEATIZFEIR THY , B K Z e SIZL0id CTREMoORKRE LS
BABRBRSI D (10 FFRFRE) . BIEFRD sCID JEWZ L FRIRICHEI T 52800, T A
~ IR BN OFRAIEMER B EL TSN D2 b HY, MRI LR E L CIXLO TN ED
ZEH D772, MRI JEBIRFR S 1T, sCID DI K E DV AR EE 552275, LiZUiX
TR E S DDA, BT T TRWr D LITEELL IFEFIE X BIUD DD MEilH D 72720, ik T
JE A [R5 /% 7 (periodic synchronous discharge: PSD) 23388 HALAFNI D720 (K 12%) , AR IR
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(cerebrospinal fluid: CSF) 1> 14-3-3 B H, X UE A, BE VA & H i B HEIEYE (real-time
quaking-induced conversion: RT-QUIC) D5 MEL | #0142 & THIHEIT D2 Lbd D, ZWTHEE D
7o, B FREITMNATHY, ZEDEE CTED, 2k EITEE OB TR ML LI AT
D12 RIS # (BRE KRB OMATRE) OREDT-DICHL EETHD,

I3 BRI | 2 LD AHAR O RRE CIE ., RIS E DYERIRZE MEZ RO 203, N Ze 72D & m BE DM
i SRR AT status spongiosus OARILNZ 72D, T VA AR T DG T, M CID IZHeL
BOGHEDA BTN EEL LWV R RN e H D, L, MW TG ERT AANEIFE 25T
FHHID, LTe3>CL AR TR R LHEE 2 IV ey =220 7oy MEIC KD B 7 VA Okt
NHEETHD,

(2) GSS (P102L—129M A #2)

GSS P102L Z %1%, GSS O THRHZWVAELTHY, 1912 E@*%%:@%ﬂ?&;é:&ﬁiﬁﬁﬁém

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

IR REGE R 2 TR 2 d > CHHEL 5, HATIE, jLJIIﬂﬁﬂZ(F%E% e ] « Ve DA IR ) WA
TELTCODN EFNO - THL A b D, 28 EQYJJI/J:WEJ@:'%/ 129 %‘éﬁv‘?sz/ﬁv\)/i)‘hiof
IRERFAN I RS KELS B0, @ F ILEMNIAT A =2 ThbD, —F, AU DIGE IR
LR R BRI A 5.2 DAl RetEb 5, BRI MRI @O DWI X #IHIC I R H ia?aabﬁgmm%
JEROHEITIZEY KM E S BE B 25805, JRELFEAICIT ., KM E OWRRIR B0 R # 72 C
B M TT VAL Z L R XDTInARIEDS, KIMECE S/ IMMIZ S5 A 5005, GSS DJF B
AT R TE AR TR FIT Lo TRESER D3, PI2L B Tho TH L ERMENR B,

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 P FESILCQODH, 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 AVEAEGNE, KE AEOHFFERERE M ER L7 IR T 20 DT USRS 1T, 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, FRHZONEO BE KL
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 R T WD S FRNFAEL . 2R 129Met/Met DA FFUDNEGL L3 , £/2, HANE
(ZZ VBRI TH DR 219Lys B L0V BRI CTH D, Y LT=7 VAT 7 R IR N
JEDOT VAL DHEENES TODDORFHE THD,

SCHk

1.  Kobayashi A, Kitamoto T, Mizusawa H. latrogenic Creutzfeldt-Jakob disease. Handb Clin Neurol 2018; 153:207-218.
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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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CQ 3. 7UAIH{DOZ W

CQ 3-1. INFEMET VA L IRIZE DI WIL £ 2

(EE]

o MY 5L THRERE. HFICHRKZALFARNBLUHRENZ RN EETH D, BREK (B
RGRHMEEEETOERL)ICMA., RAEERE. BIERE 1FIC MR BE) . NEHR
(cerebrospinal fluid: CSF) & . KRB LZELXITVN. BDKEEBLDERIEITo1- L THREEZIT
%, BITRBICKVERRZEANEGHZLITERELGZITNIEOFAL,

o ERREDHT. MRl HRETHLNAREIER D THAAGRFA B (diffusion weighted image:
DWD) DEERRIIME T VA UIBDEE B LVERZEICERATHS,

o CSF HDN\AAI—H—DREFFETVA VRO BB LUV ERZIICERATH S,

o fiRIEE TIEEEIMER ZA1EME (periodic synchronous discharge: PSD) WM\ HAHIFT R THY . 7
DARDEZEE SVEANZHICERTH S,

o EWIHLET, +RIEAMNKRBEITICENBOTERTHS,

[t ]
T NA~—RERHEZ X U0 &4 DB AR REIR T &£ DR RE 2 Hh 3572 (2 RBABERERR A
iR IR CSF AL, B MRA 728 2179 12, (% 6)
F 6. MIEMET VA LA LRI § R SRR

1) SRR T A ERE
LB —/IMAT R AT
HETTIERE MR
- KB B B AL AR RS
) R IR - ORI RE AR T
N
IR RYT EATIE
B AU REICI DR A RE R E
-HIV By &
- PR
EATI 22 Bt P IMIE : PML (progressive multifocal leukoencephalopathy)
< B E A~ L~ SRS
4) RIS S < IR REE IS (R B L, 2 VAT T AR—)
PGS R
Y ol cCAD A TAPAEEFRE TADAZNE
- P b
< La— L BN E
< JHE P R
< B EAKEEE
EEAEIR T2 ChH03, A (1 B Creutzfeldt-Jakob #7: CID) , MM1) |34 TIERRANFE RE R
IR, A7 — XA MR EE | EEE, M TEEEZ GO, K37 r ARBRE CEEMESICED
4, FEMIG] (oD CID 7 Z A7) DFERITREARES T i IR I RE R i RE R 2 229501
AN IERIZZE THD 358, (£ 4) —~RANTEIEREREE 2 &9 A8 FER EE 2 X7 v A
~—RUERAE L L L C A AL B AL CRuRISRR I RE R E AL 75,
4R CIEIHE MRIDWI 282 WA T To% 1, DWITTIR, KM BECET (i i I A8 T) 2L

N

«
E\
&
b

ol
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B2 CRRICBRSRARHT ) ICRFE B R T 52BN, KIMNABEICRT(E 5EARI72, £, 58
MRI DWI & 8515 ﬁ@éﬁﬂf IL. apparent diffusion coefficient (ADC) fEIFAK NI 22N\, FEHIY
Bl NbDHHLHTED CID %7 Z A7 ClE DWHIZ TREE 52 R/S W Eilbd o, (5 4)

AL T g AT AR TR ELHY | EERIZIAITO ENEE TH D 1214, Kl F MDD
FEMET AP EREARIE L 7 VA AR IR LT G T A7~ 3772 | arterial spin labeling (ASL) [Ef4
RIS~ T 27T 74— 70 E ORBERE BG4 [FIRFI iR 322 LIX2 W o RN I270 5, iz, I
VA LIE T DWI OFEE 529303, [FFLCTO FLAIR B Tl DA B S 58078z
. FLAIR [E[{% T2 B E B30 A 137 VA R U DR EL B E T RX&EThH D,

CSF # ATl 14-3-3 S A DMHBIRRZ T AR MEH B O — S LL TR BTV B, IJEHET VA
FH D CSF TDOAAF < —H—RBRHNTAH R THD 11, LasL, Bl 188 CID 7 247" 10T A
F—H—ORREITERD, Tl MEET VA AFUSN DR B T A A~ — D — 1 TG a7~ 28D
5D, N AF~— T — O TR TV A E H & L HEE TS (real-time quaking-induced conversion: RT-
QuIC) 2T CID & D CSF FORFERTVA L HAZRIE T HZEITRIIL . W EOFMED RS
7o, (£ 7)

7. ST VA IR IBIT DI BER T D/ A A~ — T — It

SR FrR
14-3-3 % WB 79% 66%
14-3-3 51 ELISA 85% 67%
AT HE A 91% 79%
RT-QuIC i 83% 97%

i FRE S CSF A DM AS ORI CRBEE 2T DR T&5 212,
JRH AR A C IR B CHY 70% FREE PSD % 5297273, FESRLHICIE PSD A2/ R &2 Vilh 5 5 23, MM2-
BRI OIR A DORE IR R ESLE PRI & A~ 3280305 2425, (MM2-F B R i
DLW EENEITFE 8 TR
BRI, A LRAEREES (World Health Organization: WHO) 72 JEHE 4 (3% 9) | BT vESRR 20(5%
10) 27903 RATHE A FE 2 TR A + 01T/ 7- E CAREROBZMNICELZENEETHD,

% 8. P\ Creutzfeldt-Jakob 5 (ffi/i/% ifb Creutzfeldt-Jakob 5 :MM2-Fz B 7Y

1. e F2451 (definite)
HEATHEOMRRIEGRE L L, RSO BT HL F72I30 = A2 7wy MGl Yu i 1 TN I 2
TUAEBER, BETVACEAOYZAZ T 0y MENTIZ THA T 285 71T,
2. Bl FAEEIT L TVAVEREG AN 129 2B TAT 4= V@T%T&é\ﬁi%ﬂ?ﬁ‘
3. MRI JEHGEFE % (DWD 12 TR E 2 - CREfE S iz 78
4. FEIE 6 2> H LIRIZIRD 4 S OERRIFHEOIH 2 B uhﬁﬁtém Y
A A TI— XA
B. SEARRES E7- 13 HE RS R IR
C. AR F72 13/ MMIE IR
D. fEB)MEIES
T 5245 (probable) 1% 1—4 OIHH /=7
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5\ M5 (possible) 1 1—3 OIH H &4 7= 5
9. WHO 2 (BATOZ W L UE)
fife 2451] (definite cases) : IMFHAEIZ BT CID IR 72 IR BRAT RAGERR 320, F-idv =2 7oy

MEP MR FHORAIC CTRE 7 VA EANRESZb o, MFENE CID (Lo E G 2R >
zk

1. HETTPERE i e
2.A A /—XA
N S N N
C BRI B T S T SRS IR B
D ) =
3.A b E PSD
B Bl 14-3-3 5 A BGME CTRERRFRE D 2501 Th DB D,

S\ (possible cases) || XSG L FIBROERR AR Z 3203, I Lo BN R EEZ RO 7
v \MD HARMNCITR R 2 O I 1 RO 2 T2 B ML EGEE R

I e 3<H1 (probable cases) : JHELPT .- B 7)2]‘/EEI@HEEH I TFFDIV TR I THERRINE
L, SO B0 JE IR R IR R A 7R 6D 5, BARIIZI
1} O 2 T2 A LU R EEIRL, 3 “GlIE H uhl%ﬁ%/%a“:k\ I3, BB IZRZ Y 61T, K
(23 T2 DA TEBRPREN2FERI THDHHO,

% 10. IZEME Creutzfeldt-Jakob Ji5 D2 W AL S 26

1. ffe 32451 (definite) P ——
HEATHEOMBIEEREZ 2L, M O.%ko4EE P 231 H L &1,
et IR N Il B D A A SATH—IA

e . . B. B3 E72 3R
A Yt IETIKIC By, ) A4 & C. BEPR IR 7= 1 SR A BRI
HafmH, D. fEEhEES
I0. i b CRIMAIMERI ML 7E (PSD) 23R8 %
IV. MRI #5835 (DWI) £7-13 FLAIR [ifg 12T
311 541 (probable) KBS - BT TR SRS
(1) I+ 11+ 111
QI+1I+1IV

(3) I+ 11+ f ik 14-3-3 & A B
(4) EEATPEDOPREBERE + I BEIR E72 1 Xt O Egs D RT-QuIC [tk

3. B El (possible)
[+ 11 + FRaa s 2 45K
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CQ 3-2. BT VA IRIIEDINTZEI L ET 02

(EZE]

o EEMIVAURIIEKRBREIZKYEGRN (RikH) /a0 YTo)Lh-vaT K (CID) . 7ILRE
I ARAART—- v A2 H—57 (GSS) . B RIERMERIRAE (FF) (S 58S . #IEFMIFT
R RIEE. X MRI B, BEHERE. BERFREICKYZET 5, GSS TIXRERE Bzt &8
INBKREREEZWINTLDIHEENH D) DEENEE T, CID TIERERESHT-EEE MRI
?Eﬁi@ﬁaﬂﬁﬁfo)j(ﬂmﬁﬁo)mﬁﬁb\ éf@ﬁifﬂmﬁﬁ&*ﬁﬁf@ 14-3-3 EH.4VE

&m‘ﬁ:’é[!ﬁ%um:a@ﬂrﬁiﬂka‘ér 15IJ:5\L\%>,I.5M P105L-GSS ’Clzt/ S—F V=X LEER
FAREFMNUB S, VIS0I-CID TIEREENZUVVEFAZ A, BB EEEMEEETELE
THEH (R 1 SRBR)DRESASHAONEAENHD,

[l

BEMEZTVA I IR R I KV BB Creutzfeldt-Jakob J75(CID), Gerstmann-Stréussler-
Scheinker J#5(GSS)., BAEMEZ ENE A HRIE (Fetal familial insomnia: FFI) (SN TWAE 1D, VISI
R M232R 728 TIEFEIEIEDNEE A E DIERI TR LIRS | ZZWN I TE R FRRER DA TH D,

AFNZZ BT, VISOL 25 CID 23X RIEFHnlE 76.5 ;ﬂz&mﬁ”f SHER MRI O EL
T, PEHUR R % (diffusion weighted image: DWI) T 58 HE NN A BN 72 KM BB TV IR DU AR AR
E1E T a0 BEE CRELZDHLEE FEEOZENZ WK 1), BIREITHEOTRIIE THIAE
L. FIEREEZ AT D2 L3/ ThH D, M EJE B R I A (periodic synchronous discharge: PSD) @
HIBLIFG R 9%)THY , Bl 14-3-3 FE A & RT-QuIC {ED BRI, Z 21K 80%. 62% ThHD 2,

P102L ZH%, GSS ThHH)Y CID FROIFHMNFZRAWNITIRIET D >4, B/ NHEMIEDOZWiA %
JTCWAEERHLOT, TERMZNEE THD 5, FFEOHI(H & FE2 &5 T, FHRIEFR
Hnix 53.7 kA< RAIHAOFRE MRI CTIERHED 2, £ 90%D3/ MMIER THIEL . T koD P35
TEETHIEFILSHD 6, i _E PSD 1349 23% 24540, BEiR 14-3-3 R H & RT-QuIC EDBMERIX
ZIEIK 25%E 88% T D, GSS D2 iHEA 3R 2 ITRLTE,

E200K 285 CID |33 EF DY 58.6 kA<, dr AN YE CID LRk A5, FFE
OHIR(H & E)NMR->TND L35, il | PSD 13K 92%I2, id MRI $EEBGRFHE G TO &5 5138
94%!\Z., IR 14-3-3 B FIEIHI 87%IZF5ME T, RT-QuIC EDGHEZRITH 85% TH D 5,

M232R A5 CID 1y MR I M L FELL 3561 & MM2 BB RUER OFEARETT B B D (£ 2 V%
P CID DA S H) >,

P105L Z55% GSS 1E FEAFRO HTHOIL, SEHFIEFME 44 5% T IEFITRIRITEITL 5, 8, 9,

FATHFVEIR &E@xﬂ“ i, N—F V=R LR T 5, i MRI SOIME > PSD 13 B3R MK
U,

D178N-129MM | & FFI, D178N-129MV |% CID % 235,310 TC0W5235, FEIVRGI 255 10, 11,
FEIEAERRIL ) 52.3 1 THD, FFI OB W E#ER F 3 1R LTz,
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1. V1801 Z& EiE M CID 0 MRI 15 Hi 5 578 e {42

%

AIEFRU N RN BB IV AR AR S B 52 B HDIEAT IO KRIM BB 3R < mlE

oE L TWD, EEFOEE SIS RSB TW D, RNV E BRIV IERR IS

JEIRL TODERIC R A,
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K 1 FREF LR ES QORI AR

FRARERE | o T W E R 2k 129 SCHR

102 proline — leucine methionine Hsiao, 1989 *2
GSS 105 proline — leucine valine Kitamoto, 1993 13
117 alanine — valine methionine Tranchant, 1989 4
178 aspartate — asparagine valine Gambetti, 1995 1
180 valine — isoleucine methionine Kitamoto, 1993 6

180 + 180: Val — lle I~ N 17

- 239 232: Met — Arg methionine Hitoshi, 1993
200 glutamate — lysine valine or 1 14 vaber, 1989 18
methionine

210 valine — isoleucine methionine Pocchiari, 1993 °
232 methionine — arginine not stated Kitamoto, 1993 6
Laplanche, 1995 2
Goldfarb, 1993 2

GSS, CID 72& AR 51-91 SEEOD T F R GBI Owen, 1989 22
4% ~OD § -T2 T I/MAFAL 16 TI/MR S | Goldfarb, 1991
van Gool, 1995 24

Beck 2001 %
FFI 178 aspartate — asparagine methionine Medori, 1992 %
SRV 163 tyrocine — others valine Mead, 2013 %
R .

e " 178 2-bp deletion (CT) Matsuzono, 2013 8
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% 2. GSS O HLue

1. ffZEH1 (definite) : EFTPERREE, /NMMIEIR, FEMEXT R EL/2 8 2 295, U4 V&R
A& m T DO FENFRD B, BHLRRIZ BT GSS IZH AR AT RAFFA 9%
Dy, FTANLT = AZ T ay MED IR PRI A I TR 7 VA E AR TS
NicH D,

2. 1 ZITHEFZH (probable) : B ARIERE T VA L& ARG T ORI IR LRI TH
B, JEFRAT R, B 7)2L/EE|@.:EED%75> BHILTWHRNED,

3. % Ml (possible) : FHEIENHY, HATHERREIEZR L, /INMIEIRD M T R &
I, FVF L BBIR O RSO BL T AL B VA R AOFEH A ELIL T
720D,

% 3. FF1 O Z Wi

. FESEH (definite) : ERIRPUICHEITIE AR, RRAE, RQEMRILEIRE, I4 70 —X

A, NI, SER RS, ENIESRAE/RE FFI ELCTHELRVERE 2L, 7
VAVEABLGTOaR 178 DEREZF LR 129 73 Met/Met ThDd, SHITHKHE
HRIZI N T FFL RS B AT RARERR 9270, Fidv oAy 7 ay MNEN TR
E%ﬂ%ﬁiéﬁ*ﬁﬁ ICRETIA L EEPRHESNTEHD,

2. | XIFMEFERH] (probable) : FFEKAIIZ FFI LU CHELRVEREZ RL, 7 VA& H &
{m"—@:h/ns DIERAZF LR 129 25 Met/Met THDN, FRERFT R« i 7 VA
VEHEOREHADELIN TV E D,

3. BV (possible) : BEIRANIZ FFI &L TR JELARWEREZ 2L TWDS, U H
AR BSONRHLAT B B VA E A OFEHNELNTORNE O,
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CQ 3-3. EEMT VA IFIIE DI WL FT?

(EE]

o [EJRT Creutzfeldt-Jakob J& (Creutzfeldt-Jakob disease: CJD) MM : ERITAIZHESIT VA
BEEICIMA T, lFME CID DRMEE (R N EEALTEWMT 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) AHIRLEWZEITEET H (R 13),

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,

F13. 77— dCID OZ W E:E (FR) 1.2

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 I ZREHREIR TIAEL | I A0 B R 22 & DI s B 2 S TE I R0 0 3, £/
M CID ARG & e L CRERBGE S EV 3, 21 WHO 22 56 4E (2001) (37 14) 412> TITD, BH
B MRI @ T2 FRFHEX> FLAIR Ef§ CO e RFRMEDW IR B % (pulvinar sign) IFZFHEHI TH D
(4 7). ODEHIO vCID FER TIXFIEL FUIINIE - PSD 2387272 5, WHO O FHED NIIZ
file F2451 (probable) | DIAIZ | [N IZ TR NI WIPE SAEE G DRI AONDZENH D | DINE
Sz 6, 51T, HE TR BEL 72 vCID RG] (EFEMHER) b ESh 7, ZNba i Ex Tk
RTLTZR2 W AR 1E (2008) 73 EU 2B HIS AU (3R 15) 8, TEE 2 Tl IMIZ IS DR e B 7V A &R
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HOEE (WL U247y ) R T 20 E NS5, R TN LN BHHD5, DT,
\ZSERRDMED T2 | R ESRIT A E9% 723 pulvinar sign 23 A B2 MEl72 E 2@ IS DRSS,

# 14, 28 FA CID 2L UE (WHO 2001) 4

I 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

11 A. i A R M E (PSD) ik
B. HE#&B MRI I CH{ARRERE 15 5
v A, RHERCTRE T4 8 A G
e 320 (definite) : LA 3BV, 2> O IR B A RS T b D **

IEIZ eSS (probable) : IBXO O 45HALITA & B Zi7-3H0
&V B (possible) : IBLOUO45HBE A ZHZTHO

II

moQw» MU QW

EE . RERIIHERE L 22 ), 7272 BRPRIERE NS R CID (A E L, BHER MRI CrgRIF R AL
JATHD,
#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)
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x4

DRI

1




# 15, 258 CID 2 Wi E 7 (EU case definition) ®

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.

41



CQ4. 7UA RO ENEE /T FA

CQ4-1. VA RO EIEEIIEDITFHHL F30 2

(EE]

o JUFAURICITEULEEE S FBITHVD ., BEEEFERT—ILIELONFELTLS,

e WAEDEAFBEHFRAREXE(HMROBEEICHITIERFICHT HEREREICEDL
HREREDBHIE) T, TVA RO EREEFHERT—/LELT Barthel Index' ALY T
AV

o JYZX K BREREME (Japanese Consortium of Prion Disease: JACOP) Tl Medical
Research Council Prion Disease Rating Scale (MRC Scale)? MRS TLVS, MRC Scale [EFE 12
AEEFEEEZTHET AR T—ILTHDH ., TVA RIS 3B Ee CRRABEEE D 5T
Nibh-THY., EFHES LM aIseTHA NS BEATIEITUA U FEO EEEEFFTES
BDITHLEL-EEERT7T—ILTHS.

[fizai]

TV AT TR EDD THO, LD —RZEB W TERITAIITHEL , B v A W
(CIEEN IS 1CMa D, 20728 EIEE S FHEVIBODEEDIHIZW, b2 CEIEEZHETDET I
X, EITORE LS > TRIEETHELRRIRETIEIC T T 200N TH A, LIehi> T, BAEE /S FHLY
HRFE DI R I1T 2 EIE Rl A T — VA 32D NBLEF Th D,

BUE DD E O JEA: 55 848 #Ep xR B2 TS QD7 U A [ O BE L AT 1T Barthel Index!
&% (3 16), AU H FAETEELZTHE T 227 — /WIZiE 4 T %, BIEZOAR 7 — VIR DY/ ~EY
T a AR HRHMIfEE L L A O DI TS, ST 0 8L GREESE) 2>5 100 AU, —
AT 80 LA ETIXEBE TR BT AL TERY, 40 A LLF CEFELIULFEM LS,

VA AR LT EAEE A — /L E LTI, Creutzfeldt-Jakob disease Neurological Symptoms (CJD-
NS) scale® DA T A9, ZAUTEIREE FE EEAFG T 227 — L Thd, TV RICHET 5
FXE R EEE 8 DDA T IV~ CRE 26 A 22617, TN NOEHEZ 0 = 720, 1 = B
2 =EHED 3 BEETIHMUAT T2, SEIT 0505 52 45 (B EIE) (20495, CID-NS TIZFIEND
DO RE L EHITEE EFT LS TODA, BEEMEEE S OIE B 282, THH 20 550800 5y
DEHZDTHR/RSIVTNRNRE | WL ONDE AR H S,

JACOP THEHEHL TV % MRC Scale? | L7 VA i [ ZFHERY 70 5 FE R RECR8 S RE D - 23 N4> -
TRY, BEERS LM RECHD (£ 17), B FEFEEICET207IV—0N 7THE | 55 - 78501
HE - BRI RED 17TV —N 4 THE HY, G 11 HEDGED, B EONFIIELT 2~5 BRFECREG
Do REUE 0 5 (BHIE) 25 20 M ETHATT D, BURER CIET VAL O BEE 27l 35012 i
LICBHIEEA— )V ThD, ZAILHLLISMNT, IO 21T neuropsychiatric inventory (NPI)72E % VT
TVAARBEZFHML TODHDEHS 4,
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¢ 16. 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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Z 17. MRC Scale

1 H

=

I7ATVT

mE

PE{ErERE

D 7 H R CHEREER L EdH-7

T
T 7 BN AR L

PEPRBERE

=8
=8
HIREEL QDT —T VALE R L TND

PEREFIE TETODEIUCKEET S

ML Off

v

o3I B)

ERYA

NG

I BN B

Ehva

o 2

eI B/ B S8 (R 0 CTIB R TER )

S B CHE T T RE (W& F D fa Rt A R0

ERYA

BH)

&Y, JEDHTEHTER

JEDHZ LT TEDAS, BN B a5 5 (LD B, B kDB &R T)

ERYA

e

2B

ERVA

FE T LD DN ERIRARE

B~ L O R

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

TEZISTIRITEZT D0, s EECAE YR HEEOME M LD, L
(TUE R S R IR EL 2380 %

B OGRS ] RE

LB & OB~
I

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

BLW AL K> TSR Z R L CODTEBR D 50>, JE B ORI R

SOTWBEN, FTLUNFRZFERL TOATEENIR

LRI AR TETWAD, FICEIBICEENHD

FREITEED, Z<BEOLOENAHD

e & R REAR IR BE /)

Iy 7 R0 R REAR IR RE /1342700

HWT ST PRIEARRTE /I DL THIR > TV

— O Wil

SERENY i

1 BRI B2 TERND

WEIRG AR, S DHiUTE B BA M 52808 TE5

— O

SCHk

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

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, 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; 124:368-

374.

clinical-imaging correlation in sporadic Creutzfeldt-Jakob disease. Neuroimage Clin 2021; 30: 102523. doi:

10.1016/j.nicl.2020.102523.
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Thompson AG, Lowe J, Fox Z, Lukic A, Porter MC, Ford L, et al. The Medical Research Council prion disease rating scale:

Simone S, Matteo P, Adam S, Huicong K, Julio R, Gabe M, et al. Multimodal MRI staging for tracking progression and




CQ5 . FVA IR DI

CQ 5-1. ZUAAFRIZE DIDNTIBEL F90> 2

(@]
o TIVFAUREDABRET, ERKEOETIFIOHRIGEAINLDEFHEELEL, ThETIC
THn-EbRRDERRHBRDFER THLRALHGEDMEIFEEBASN TLVELY,

o  CHMFETISERRKRFEBATHONLERIOVNT. OTILELFUF. HoGEHRIEROHLNT
HATRHRARTRERETATH D, QFF VU0 F Ao LGENEFEREINTEST .
FFREREZEDHIRA S M of=, QRFIH AV L OGBS EHERSN TELT . B
RIZHEITHERARREGL RERBETATH S, @RS URI S IILTI—MI HohEH
MEFHERESNTELT | NERFRIR S ED-ONARHFREEL. #HEINLL,

[ ]
VA AROIREBFEE LT, BRRMFZE Clrd, OIEF A7 VA H (cellular prion protein: PrPC) 7> 7
WA A8 H (scrapie prion protein: PrPS?) ~D DA E | @PrPSe D/ fif ALt . @RS IEIRTE
milial s —r v LB AIDOFIFE N ED DI TET,

TNENT AR, PARHRRIIE I 924 A A N EUFHEE T, NMDA Z BRI &AL,
ML 4 BE P -t 3 2 38450 T D, 28 il a A7 =)V kY2795 (Creutzfeldt- Jakob disease, CJD) &
FlZxtL, ZHEERT 7R gk R M Thiu, IREEEICIX 300~400mg/ H 3 & -3z 1 77
BAREEIZ LT, Alzheimer's Disease Assessment Scale-cognitive subscale ™ i3 Ci =N RN A LU
PN S 6| [ i RPN ghA v e el

FTIVAL HI= TV T HEL TS, FZBRAYICIT PrPC 22D PrPSe ~D IR K&l E 358 R A5
AU, MEANBA P 2 @8 953K CTh D, HART 31 Bl VA i BEIZIHEERREBRIMTHO4, 300 mg/
H O A HDWNTRE B G T, — S OIEG 51 B\ IEDORBALNIZb DD | < DOFEFI TR
REREE NS B 2, £, FENCT 107 BIOT VAR EBE I 300mg/ H 24 53 28220 Th i
oo HEB ) Z2 BRI o 723 AR ISR IR S0 o72 3, EBIT, KENZT 54 il sporadic
CJD B ITxL 300mg/ H Of% M e 5% 2 1 A 1715 ZEH G M7 71 tiese REBR M T Lo, 4
FHIMITSE L eh o7 4

R ATV, TRIH ATV RPUEME T, PP LG L7 07 7 —BIC L0 iR a e 5 1E
HEH T2, 121510 CID BEZAEZIZ, RX P A27U 100mg/ H A NIRRT DHEE 7 7B ARBEC T
ZHEMRT TR BRI TN 5, BRI T, AR BERET AL
o7, F72, sporadic CID F&HF D 12 Fllcxt7 5 _EHEMR T 7AR R E, 88 Bl A8l 784 It
T, 100 5> 51 sporadic CID & 1TxfL, R A 27U 100mg/ H A2 NAR T DREL IR ARFEI S 75
L aBR M T T 6, FEHIE. Adjusted hazard ratio = 0.633 EO 3 NIZAEGFHAMMPIER LT-DOH TH->
72

ARUMFURY LT == MNE, 590 SUARDIER DYDY |, I EPEREDER LRI R DIE RIS
IVTET, Lo, ZVAIRICKT T AR S ELTE, MNP 2 @i L2 | I NICEEL
1T =T VbR 59 5 E Tz, BART 11 BIOT VA REBEITH L, MERN&RG2MT
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DI, BN B TEIAEGNALIZ0, BRERIEZ R UTIERI I AL/ ~T- 7, F=, Bz
WU R LT 2 — NG LT 7V A IR EBE O AR O IER D3 RIB S CTOD DS, T
FRHETEBMEIDNTFEIAE I TR 8.9,
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7= 1. PV AR DIRE DR RITSE

RHEE KM% HAGE FEGIE WRT YA~ R ik
Germany Flupirtine TILELF 28 SR LML ZEER FAERE D NE, EFEHAEICIISHELL Otto M et al. 2004
Japan Quinacrine *FoUv 31 FERAR, -7 I~ BRELL LI . 2003
United Kingdom 107 FERAER., BEEFAER BEERL Collonge J et al. 2009
United State 54 ZEER. 77 REEE BREHRL Geschwind MD et al. 2013
Italy / France Doxycycline NS 74 121 Z VR LML ZEER, 77 R BRER BERERL Haik S et al. 2014
Germany 100 “EER+ AT INIL EFHE AR, Hazard ratio = 0.63 Varges D et al. 2017
United Kingdom Pentosane polysulfate =~ R_¥ rH > RUHILT7 2 — 7 F—Tv IR EFHRER Bone | et al. 2008
Japan 11 F—T IR EFHRER Tsuboi Y et al. 2009
United Kingdom 5 F—T IR ETFHRER Newman PK et al. 2014
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3CHK

1.

Otto M, Cepek L, Ratzka P, et al. Efficacy of flupirtine on cognitive function in patients with CJD: A double-blind study.
Neurology 2004: 62; 714-718.

W HGESR, PR, TRHELD. 7uY Tz Ui YaZHiE CBI o5~ F) T, 7270, F=—RIGHEDZ)
REBIWERNCB T DREZE. JEA T BE B AR JE A B &, BN 090 Ay 7 =V b Y a7 fiiafiE O LIZ BT 5
BIFSE. SRk 15 4 BERFEIF 90315 55 2003, ppl1-16.

Collinge J, Gorham M, Hudson F, et al. Safety and efficacy of quinacrine in human prion disease (PRION-1 study): a patient-
preference trial. Lancet Neurol 2009: 8; 334-344.

Geschwind MD, Kuo AL, Wong KS, et al. Quinacrine treatment trial for sporadic Creutzfeldt-Jacob disease. Neurology
2013: 81;2015-2023.

Haik S, Marcon G, Mallet A, et al. Doxycycline in Creutzfeldt-Jacob disease: a phase 2, randomized, double-blind, placebo-
controlled trial. Lancet Neurol 2014: 13; 150-158.

Varges D, Manthey H, Heinemann U, et al. Doxycycline in early CJD: a double-blinded randomized phase II and
observational study. J Neurol Neurosurg Psychiatry 2017: 88; 119-125.

Tsuboi Y, Doh-Ura K, Yamada T. Continuous intraventricular infusion of pentosan polysulfate: clinical trial against prion
diseases. Neuropathology 2009: 29; 632-636.

Bone I, Belton L, Walker AS, et al. Intraventricular pentosan polysulphate in human prion diseases: an observational study
in the UK. Eur J Neurol 2008: 15; 458-464.

Newman PK, Todd NV, Scoones D, et al. Postmortem findings in a case of variant Creutzfeldt-Jacob disease treated with

intraventricular pentosan polysulfate. J Neurol Neurosurg Psychiatry 2014: 85; 921-924.

F 1. PV AR T DR RIS
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CQ 5-2. ZVAIRD X EFRIEIZE DI 2L ORHNFT 2

(=125 ]
o TUAURDARBRETHEMIAINLOREHFEELLOAZFRELLTINIO—XZH S
NIRRT D TANAITHLTIE, NILTOBEOLAFSEEL, FO0FENLGENEREN
%o T BROBERONE# LG58 BEBELCE LI >TRERBRENTOND,

[fi#si ]

FUAAFE OB T IR D AIA 70— X AIZK U Tl Y3570 8 ORCE fill I A 8T A B b 3
DM, YRR EL CTREMEIA 70— XRIZE 72 I 7 afigoL _F T X A RGN 8 TR
T a—XADMWIFNAA 270 BRAHME A S TOBED, B RICHOWTO MR TE T o A H 720

1

JERDEITURR DB REEL -T2 5513, BREEE RO TRE KRB TONDLIENR L,
UL, B P aWET AL ST e T o A 3200 2,

3CHK

1. Kojovic M, Cordivari C, Bhatia K. Myoclonus disorders : a practical approach for diagnosis and treatment. Ther Adv
Neurol Disord 2011; 4 : 47-62.
2. Brian S. Apple by, Deborah R. Gobs : Symptomatic treatment, care, and support of CJD patients. Handb Clin Neurol.

2018; 153 : 399-408.
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CQ6. VAL DIEE  FIRITKE I D LI ) SR
Q:6-1 TVA RO W & 2 T T A LFIRD SR DA L NI AT

(E%]
TVAVRBEATIZRVIEERDETDEEFELSABE THEHN - ZRM - MG ERER
B9 5=, EREOEDYNEETHS,

F VA VRDBEDREIIEDRI TREDENEDL>TUIKIELEZZIFANLNT | ERNE
BITEITL, FRAKREGS=HOT VA UHICEH - ENHLHFEMA ., SERBEITEIYED
IEREEA . EDRIGHRHIGET D ENBEDEDALGLEIEZRTHION, EENELELEREN
ERLRATEDIIIIKADIENEETH S,

[fizai]

T VA AR, TERDPBIRITHEIT T D2 EN I Th D, BE B I OFRIFZLROIER D H B
I, EORFEREZZLTIELLOD DS TIIA LR, THILRW A ST R - B iR
B - S B ER A D, BB I ARZE0RY G, WL h | ML ORMIER A REN, O EHE
I BL FHCERE L, B ICTFOIRO SR 2B 2 B CHT A ENEE TH D, Friz, PRl
BEORBITER BH O/, SOOI RLEETHIET05, BRI B W TIIBA S TX
IRNZ &R, BRI D —HEOEMENR TERUNRE DFATR, MUNIATo TH ML LB CERW R L
BE B OERED, BFIZBWTEH, PRt ERIBRICRATORRE R L0 SR MBI LB R
B EDNEE 25708 DER AR T HZENZ N,

B B H13X TADL/ADL OIX T A2 H R L, BUR TERIEL COARLERIEL TR EWELIEEZ ATIZRE
FELTHEEL KL, H S8k B ROFEZ AL TLEIRE | RO FA &, SO
DK T DI ENTI0D, KA - B RIIETRICIN %, FlEDO— B EL COEM72 & EIN TE7<7Y
B LD, TSICB AR AR T HILI200 | ERE O LR R — M A BLOFE K

I TRN G2 D,

BE ORI AR —NE, BEOSEEZIT LD, B2 G T2 LR BEOR
LDRREFUNN R THD, F IR R —MNIIE, BETHDIERIIIL, BEDZD NS VETE )
FFCE2I0ICBE O =— R TR AT | FRIFE OO SE S C BEOREENEEIN
TN B B BT 5,

2, BEE X R DGO FES BF LRI RO R Z A E e s B LIHTRI L b e
MEBNTZD | FIEA~OY R =M R0, FiREHHZE X TODREEZITIED | 5% EZ0S
HIER X IR E — M ICE 2 TRLZERROOND, TOFRIZIE, BEOEEZ R RKBICEE L%
JEREIRDINTRFTTHIENKETHY, KT, YRR FOIRICB W TUIEFITE o TOE %
SELZEAEICSEICEE ZOANLLESEERDIRNENEE THD,
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CQ 7. VAR DIEYT I

CQ 7-1. VA IR DIEG T PEZIZE DI EDNRHVET )2

(%]

o TUARDBEEFHIZCONWTIZ. TTVAURD Y —RASUREREFTIHICET LABHE
MIICEK-2TITTVAVEREFHAARS A2 (2020 FEM) INAHIA TS
(http://prion.uminjp/guideline/indexhtml) o CDHARSAUIZEDWTRERLEFHETOICLETHE
I5,

[ fizasi]
RKHARTALTlE, [ FVAAFEGL T B ITART AL (2020 FFERR) 1D B Ik Z LA RIS 5,

T VARG T BT AR T AL (2020 4EFERR)
Bl TV LTV
F2wE UL OARIEMEAL
B 3E ANAURZFEITHO O I ER
B AT NPRRRANVEL R
H5E ARPHAR
o EHARE
HI1E A RHARE
B8 HLENHST R
How IERENERITALEEST
5510 B FIR - R EUEAER (5 edHll L Fi0)
BE TIAINA—IF, N —F VP SRR EMIE R E DR P FR
512 % BRI E S OFE SRR
B 13FE s
143 FUVAARAL LT o N ~D G
e (D IREROIEGEIC LD 7V — R4 HH
Q) NAVAZ T
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CQ 8. VA NRDBLIR T

CQ 8-1. FUA RO LEIIZE DI b ONRHVET ) ?

(E%]
o TVAUEDBEIIELLT. IRMICLDLEIIE. KA SV REBEORBHER TT4Ho
TWSREXE. BRFERt A — (A BEMEEABREFHEME) ICLIZBRIENHD.

[zl
1. WFFREEC L D8 b
WFFEHER— D i—

[ 7 VA 36 L ONEFEMED AL ZEGEZ B Di AW SR HE | LT VA AR DY —_ AT AL kY
FRECBIT HRAAMTTREE ) 1T, MR FEEERS KON T VA5 M OB FEMET A LV R REGRIE D 53 199 REMF B -
TRPRIEBI I B DHF 9B ) & [R T — 23— (http://prion.umin.jp/index.html) Z A% L, KA AR T4
CEEDRTEITARTA L RRBH O TR R /2 E 2R AL T D,

CID y—_AFUAKER

VA RO REE IR BIBRR I SE F 2 S T DR AR FEA AT & REES IR, TRt DMtk
AT VAR HEAS TR A2 A SR BEYSE LI EE SR IT HE (5 BURYYE) 2300 15 E
IR ABEZ T LENIIERIDS CID Y —_A T AF B 28 ESNS, #ililod CID r—_ATF A%
B EEHAER RO CID X4 B ENFREE T o724, CID — AT AZ B TR RS, £
DFERDEIREICHESND,

T VAR OBWE G Lol 2 7RI BAL QL ORBEFRRE &) . PRt CID b — AT 2K H
RFEBE R CHREZ T TS,

HHESE « CIDY— AT AR B R FH R
ENCHFERITE N ENLRE I AR E R ZE 2 —

T 187-8551 HUAUHB/ N AT/ N RHT4-1-1
TEL:042-341-2712 (% A /L' 4>-3131) FAX:042-346-1762
E-mail: prion-ncnp@ncnp.go.jp
http://prion.umin.jp/survey/index.html

H72, CID $— AT AT R R ORI B RE R LRI 5 — TR A DA — 2
AV IR THE T2,

http://jichi.ac.jp/dph/inprogress/prion/

CID AT U EES

T VA A a FIE LTIEFN L T YA AR ORI B 5 KO M2 M2 A T 2 05 Thodu (ke
TRIMBSPETEZ AL T2 L) | T D EIFRTT ATt LTl SN2 RS 1E30 D B3 ORI H
SNTGERENT, TOEFRITA . WEROHE T L2823 i, MBS ThLIRERIT A MM Th
NTJEBIZ B E% L. 7 VA AR DARTE D E U2 WS T B S EE R PR A B AL L TD,
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HAESE  CID ALY T U NEEREER

RO R RFPEE T RPZERE It eL
T 113-8655 HUHUHT STR XA 7-3-1
TEL:03-5800-8853 (|E.1#) FAX:03-5800-8849
http://prion.umin.jp/survey/index.html

TVA R EFREBREES
VA AFR DO BT W D B E1T,
[ VA AR B2 O T5X (2019 4 5 A) | ZHF 3R — A — IS CRIE 52N ATRE TH D,

http://prion.umin.jp/file/image diagnosis20190513.pdf
HHESE A FERRT EWIER ST SRS MRIEE2 W - T8 RE 285 Y
T020-8505 R il Tl PN 4L19-1
TEL:019-651-5111 (3660, 3733) FAX:019-622-1091
HAGSE  fHERFRTFRT S PFIEE O 75 B
T 770-8503 1o A S s ASHT 3-18-15
TEL:088-633-9283 FAX:088-633-7174

M BE 0> 14-3-3 B H -2 & B JIE  RT-QuIC ik
IMH BER A T VA RO RN R 5,

HREE © RIFRETES B 1R

T852-8523 RIFIREIRTHINA 1-12-4 RIRFKFEF SR 3F
TEL:095-819-7017 FAX:095-819-7017

E-mail: nagasakiprion@yahoo.co.jp

http://www2.am.nagasaki-u.ac.jp/prion-cjd/
TVACEARG A RETVA L EADY AL T ry M

T VAR F IS R L O A o0 BRAA | 2 o TS O S IR 2 DT U A I/ D
PWrE BT 5,
A AL RFRFBEE SRR R JRREfR T B
T980-8575 EIIRALETHH IE X 2[RI 2-1
TEL:022-717-8147 FAX:022-717-8148

E-mail: kitamoto@med.tohoku.ac.jp
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html

TVA AR OFR BTN B3 DR e

P

VAR OFT BT LT ERR2WT . J6 JOR BEAFRI A3 FTREZRMERR DAR T 72 L 24T,

RS GEEE - CIDYV— AT AR B EEHER
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T 187-8551 HUAUHR/ M-/ RHT4-1-1
TEL:042-341-2712 (% (¥ /L 1.-3131) FAX:042-346-1762
E-mail: prion-ncnp@ncnp.go.jp
http://prion.umin.jp/survey/index.html
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2. HEW IR 2 — (AR EITE NEER PSR ) (2D R
V99 - http:/;www.nanbyou.or.jp/entry/3665
TVA A (1) 7aAY 7 )V ka7 (CID)
CJID iR DR (— A 1711F) : http://www.nanbyou.or.jp/entry/80
CID 2 Wr- 1R R & (ERIE 3 1611 « http:/Avww.nanbyou.or.jp/entry/240
CJD FAQ (<&M LIA1%) : http://www.nanbyou.or.jp/entry/385
TVFANF (2) T INVANT s ANAA AT — 2% A 71 —JH(GSS)
GSS Ji R D (— R 1701F) : http:/Avww.nanbyou.or.jp/entry/88
GSS ZWr- e FEE (EFAEFE1MT) < http://www.nanbyou.or jplentry/247
GSS FAQ (J<&HAERM &A1) : hitp://Iwww.nanbyou.or.jp/entry/386
VA (3) BOEME G M RHRAE (FFI)
FFIJ R O fian (— R 2 1610F) « http://Awww.nanbyou.or.jp/entry/51
FFI 27 - 1R FE#H (EEREAEFE 1)) - http:/Aww.nanbyou.or.jp/entry/213
FFI FAQ (X<HAERIL[A14) : http://www.nanbyou.or.jp/entry/387

3. JAT AT OB A TR A T2
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http://www.nanbyou.or.jp/entry/387

W & B EE B
BSE bovine spongiform encephalopathy 0 AR IE
ClD Creutzfeldt-Jakob disease Creutzfeldt-Jakob J#
CSF cerebrospinal fluid JIb A B IR
CWD chronic wasting disease BT REA
JCID glilsr;arsréater graft associated Creutzfeldt-Jakob FEIERAR % Creutzfeldt-Jakob Ji5
DWI diffusion weighted image PERGRE G
FFI fatal familial insomnia BHEMEF IR AIRE
GSS Gerstmann-Straussler-Scheinker disease Gerstmann-Striussler-Scheinker J7§
PPS pentosan polysulfate NUMFURYY LT 2 —h
PRNP prion protein gene VA EARET
PrP prion protein TVA U EH
PrpP° cellular prion protein EFRTIAEA
Prpse scrapie prion protein T )AL E A
PSD periodic synchronous discharge JEFAVERTME R
RT-QuIC real-time quaking-induced conversion BT VA B A i R S
TSE transmissible spongiform encephalopathies (MR RN E
vCJD variant Creutzfeldt-Jakob disease 25 58 Creutzfeldt-Jakob 7
WHO World Health Organization SR AERE RS
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