TVFARZIETAR T AL 2023

BT BR ISR e AR BBORIITE g3
T VA R OEFEME Y A L A EGSE N Z B3 2 Ff A SR Bt

MEREKAE ™ B B #

JEATEATBHEE A R B & AR B BORIITE 3
TVAARDOY —_A T AL EG T BB D AT 78 BE

L] AE < L T S

95



HITICH--T

SRV, BEESBHFZMEEMEE EEAMKRBBORMRSBE - T ) A RRAVEBRKED
AIWRRRPEICET 2AEMEI A VICEETBITERIHESATEZEBHE H#eMKBK
RARBE T A RO —RA SV R ERREFHICHET 2ATMEI Tk, FF) 4>
SREEHNA RS54 > 20235 2FTT 2BV R Y E L, KA RS54 >Id 2020 FITH
FILTHREED 3 FEXY DekETe R Y ¥, @HAEIIIHA L T 4 2 RDES - BERRRE
FREE, ZETCEENREL, BRETFHEDREME LTV, I SICEILHAERAEEA - BAE
AR B AR (AMED) BEGMHRBEAMMASZEN 7' & REEM A L DEHEITL >
T I UIROREMFER D FIREDRIBICE D FH R LW EL e EOBREICER L.
TVAEERRT D2 2R LTELILE, TOEEREFHD | DICERHOBENA
RSA >nEREER?HY EIT., AAARSA VI T)VA>mESLTLLEME Lig\w—
MEEFEIFICT) A CRICEAT 2RFOFREEHM L. REICET 2B KEDELE IEH
522 B LTHEY FT, 2023 FhRIE, 2020 FhRH 5ERY A 547 CQ FER TIER
THrrHic, —FBOCQITHEWVWTIE, XEBRRDEANETVWE Lz, 7 A VRIIHIKE
THBI U EBEENHEILL TWRWI Y RENL BEDBESA FSA DL HI2FTRT
D CQICXEBRELTEANTZ I IRSGT LLBY TR VIBEELHY T FHEAAL
LTI ORBRFZTERTVELVEELTBYET,

AAARSAIE T A URROCBREE AL ZREEICEHT 2RBAEHEY 07 &
SHARERUVCT) A RO —RA SR EREREFHICET 2RABEHEI DA >/ -2 &
S TRENHEIN, ORI SARICL BREFICEDTHETEEYRLE LA, 612, <
WRTNy7aAXY bEKRD, T2 BEXERKRTHEVYITRIE-— bRy b7—78LT
SETVAVHEEE - FENENLTEREVWAEES, SBERHET2MALE, BEZLSTH
ZRAMBREESL I VBAMBRLEFZSICIZAAEE T FRICEY F LA, BESMD
TRAICS LY REHNELET,

TN A UROEBERICBEWTIZ, BEIADBEIINY TRREFHLEETT. 1. A
BRSO 7RI TR < R T, RERI L W /35EICEAL TS < DR A
CET, REFEHITOWVWTIE 2020 FIZ PPY A UEOH—RA SR REFHICEAT 3
RAEMEYL ICL>TPT ) A OBREFHHAA K54 > 20200 BHEFIINF Lz, HbE
TTERAVWEETET L) BBV AELET,

AHA RZA 2, ) A URBRICET 2RIFOBREL B9 H9YRT a2/
MIBYADLWHIRBEAHOD LIERINE Lz, 7)) A4 >RIIERT OB T, ]RE.
BRI NAEBERISEREIIHY AN, | BLRLSALERENHILIINS 2
% B L T, AEREIAC RIAZECE - SEFREERD L OOHRERX. FIHFEERENEGRY R
IZH W7 F mAARERAEME (JACOP) HHEITL., $< D TEEF VLW THEY &
¥

AAA FZ 4 DIIHEIER — LX— (http://prion.umin.jp/index.html) LIZE K IN
FT.ARAHARSA2D, TV UROBERIEDLLIHLES - BERI Y 70BN ERIC
T TIEHICENICHFELF T,

2023 %2 A

EE£7BHFMABMBE BEMRBBRMEER
T)AURR BRIV ZARRREICEAT 2 AEME
MAREE =EEH

96



(B ERAREAR LGN - MREERMATEL> T —)

B4AZEBITHRIELAESEEWNE oMK BEBEMESE
TN A RN —RA 5> R RBRETFHICEAT 2 ABHEI
MEAREZFE LBEIECC

(NEIRIERRE)

97



TV o OREFENED A /L AREYELZ B3 D5 A ST Bt

A
fiff

REHF "R BB BB IE N E S - E R st 2 —
HRE (VAR
I EFEAE BIFEE A S S ITUBSRRL
K P ENCOFSEBR R N E NG AR PR e 2 —
HitE mRK RIRERFRFPEE e A e R
Verx REM BFERKFE R AT RS MR 2T - SN ZEE
TR FEN  HRORSEEE S R R Be s B
Al EAERR IR ER AT
PR Ok RRRAR PR MR N R
AR ¥ BALKER AP E R SRR et 45 By
TR 3R TR SRR FEk = R
e ot R RS KR SR e A g R
K ez ENCAFFEBHRE N ENLRG A - AP A e & —
(SSPE 73 F}4x)
I et @ RN E R R A N R R
FANEL (L0 KRB E R Fe R NER R A
B FERR JUN R R 5o R
R B BEARKERE NR
SeE AR T LR N AR
A PRZZ HUFARNEATBOE N KRR IR bt R cRE - 2 — /N AR
W EIE [ESERYYEF AT RS P 2 —
(PML 3 F}4x)
HiE —A ENLEGERFIEATY A VAT —
U OFRIE TERSEEA B AR N R
FRH BEGE  HERNLEATRRLR B
Ty FE9L  EBRE AR AR AR R PR IR S S R AR A
BUL AT EVRER R FHURE R T 2 — AR A Y
R ST BN RRYSE AT T YL B
JRHE HESE R TR TP E d KA O a2 Wk
= R BURERNE R R P E R AU R
Fibd e R I B (IR N )
By M— WEERRTRE ER 22— miRNE
EE At IRSTATECE N E SR B E TR BE R RS IR
HIE 2 BER R E R N R

It
5t

W7t 718 (PML 4 F)
WA Bo— W TR MBL T AR E Ry R RE T2 B /) || BFgE ==

TV ARDY—_ AT ALEGE T I B DA FeBE

WFIEREH IHE B ERAGELFHAESS LBk
WHIEo A KR e ESDRS - SRR R 7 2 —

98



R B ENDR AR R I A —

T EN R IR R e R

AR Ez FACRFPRFBEE R TERHR AR50 B

BT FEST BIRERIR SRR IR e & — AR A AR

BAY BLE R FE R AR R

JER HESE BEE R R S AT e 2 Wi

ik vt RIRERFIRFABEE AR S W TE R IR B B R R R 53 B

(i Ffi R ARHF)
L B BOUERERE R FER B 2 — R N R B R B A ST — A
TR

KL —B1 B~UT T ERR AR

RER —ER AGHRIE R R R AT Tl e

A IES AR E R AR IER s « R A B RR EE et N R 2200 7

/NEFSE B IR ORI SR T R N RS0 B

=R R BURER SRR E AR S OT SR M R S5 B

it Gl ERRERE AR SRR R N

A ESCAFSEBR S E DR - SRR AT SE e o 2 — B
MRS PR AR AL AH R

HI Fst BRI R R E P FERH R R I 25 R

HE B SRKFESAENT FEE R AL - AR AR 7 (IR R

BE S EHERICANRAERE AR

A F RO ZBE R FER RN R

W A B LRGeS S B SR R P A 72

BT Rt JUNERSAREed AR R

WHE O RE R ARURSEEE SRR R R et Rl A e —
il B R R E P SRR AR e
AR DF FMC B2 =y 7 R IE - BT 2D 7

TV ANRLIEHTART AL 2023 BEEFH L E &

W B [EZAE B A E a2 TUBRSEPT

K S [EISCATIERSETE N E SR - it BRI T e e o —

iR W ERIERRSE N E R A 7E T

S i > S I PN e SHI R e R

LR e BHERFERTFRE RO SRR AR 70 B

HE B SRKFERGRAENTTEERE R

Pk vt JRIRR S RFBE R i 3 S F IR

=R RIS AURERRE AR TR PG E i SR S PR
et I RE 7 (R FfRE P A

RV Hez [ESIATFERAFE AN E SO - it PR e e 7 —

s B [ESIOFTERR S IR N E LR ff - thiR SR E s 2 —

99



100



%\'é,/ﬁ—azg;ﬂ‘:/)*’c ............................................................................................................... 1
TV T ONBTEMET A L AR\ T BT D TIRERIFGZTIE - vvervveerrerenmreaneeeire e 3
FVAANEDP— AT AL YT BB D TILTAIFZEHE e vvvvrrememneee oo 4
7jj—/ﬁﬁ f‘gﬁ/ﬂ\74’/ 2023 iﬂé?a é%gﬁk ................................................................... 4
TTARTA U ANERLID B B T s v e e 9
CQ L.7°UA AR DR

CQ 1-1. 7 VAR EITE DIDZRIRER T TN QD vreerrrrrrres sttt 13

CQl DIV AR S DINTEEEE LU TGN P v 17
CQ 2.7 VA AR DI

CQ2- 1. MFEMET VA LR EIIE DIDZRIR T TN D v 19

CQ22L{K eIV aVE s i&@i?fir%fﬁ—ﬁ‘? ......................................................... 25

CQ 23T VA LRI E DIIZRIRERT D2+ 27
CQ 3.7 VA IRDZIE

CQ 3-1IMFEMEF VA AT E DIINTIBEIUET AN weveervereereemeieeiee s 29

CQ 32 BT VA L ARIIE DIDTEEHILU TG0 Q2 e 34

CQ 3-3JEBMET VA ARIZE DIINTEEIMT U E T2 P vvvrrrrrmrrmmeniiiiii 39

CQ 4.7 VA RO HAE LS
CQ 4-1. VA A DO BEIEEIIE DIITEII UG 70 Q cevevrrrreeeeeeee 43

CQ 5.7 VAR DGR

CQ 5-1 FUAUAFITE DIINTIEFRELUE TN P coeovevereemmmeeame s 46
CQ 52 FVA AR DT RHIEIZE D L7 0b OB ET AN D veeeeeermerieisii 50

CQ 6.7 VAR DB « FEIRITKE T 5.0 B A 1 3 5%
CQ 6-1. TUALIRD B E ST T A CFIRD SARDIA L NIIRA TN D v 51

CQ 7.7 VA AR DEYT I
CQ7-1. TV AR DR T BHIEIZITE DI DB FFTHND v 32

CQ 8.7 VAR DR 4%
CQ 8-1. 7 VAR DO TR IE DIATREDDIDNF T2 cooeevereeeeee 53

101



102



TARTAANERKD HHIETTE
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T DR IEIE ) d6 L OVE AR FT B T BCHEME I A T i B MR YRR B BURI S - T U A R
DY —=_AFL AL EGL T BB T DA TEBE 1T, T VA RO G R | BRIR, fd, W B
JRRE, TR AR A AT TR L . BRI A I RRIC T e~ — I — R W SR HE | R AR~ —
Jp— BREEILUE | Tl lRIR T E T AR O T U AN L ENOEBEEX TC T AR
FGARBY T AR TA L AR T HZ LN LT, FUAAFDZIE, T, FAR~EIF 722
N RN - R DR G AY

T VA ARITHETHE CTEIER 72 iR A IR R CH D, I, BRI TR R A L7 VA
UIRDOZW AN IF LR L TET, khOT VA IHO—E 1;52«%.%7 VA BERHHN i%htr@ﬂ
ST AL LS TRIETAD T, FUA RO EMER BRI MHIBE DD 2 I T B D=8
HEIETHD, IHEIZBIL CIBIRE T DN LT IR EIEIR S, FEREIFZE Cldfk~ fﬁ%*ﬁ
M RS AL, A% OERRFERIZ AT 72 B HE R L TD,

DT FVAAFBIEITART AL 2023 1T T VA AR IRAE B E LW — R ERf AT ISER 20 0
ThHD, AEDOZWBIOIERIZETEIHARTA L B KT HZ LI AEN I Eish, B
NI BRI IR AT D LIS TED S N2 52 L2 IR 3D,

2. KRITARTAAMNERL DR EAER T 1

KIARTGAANTT TV 5 S ORFEME T A /L R RYLSE (BT AT ZEHE ) & T VA LR D —
AT AL YT BHIC BT DR ZREE | O M BEOMFFE A WFZE 00 WFZE T ) »3 4t IEJT%’EEJ‘Z
Liz[BEE4#E (1 i~ i 13— 5) ], BRREROREEL T, £3°, 7VAHRBERIEICE
T VA AR BR PRS2 PRk 29 45 10 A 21 B, Melbourne, Australia) (Z2C, [ VA 7% f?ﬁ%f‘?
A2 2017 1% GT L, [FUFARBIRHTART AL 2020) %2 =J)v 7 = AF a2 (CQ) B TIER 52 L
zﬁ:ﬁ%ﬁ::w:o/k’ SRR 29 R FE WA FEEES Rl OBF e 2 CERK 30 4F 1 H 15 B B U RpOAFFEE 2

BT [TV IRBIETART AL 2020 DR, TTARTAAERRD J7 150 FIA FREE D J7#155) 12>
u\TEZIKE’JécA%M%T CQ TR T D LA LTz, SO T VA AFBIFRTART AL 2023 )

IZBWTH RO TIER T D2 EE LT, 2Dk, MRS FOMmES B A CRIBEAZ LR
INOIRENEEEETT -T2, BARINIR AR T A2 OVERR ST 1% FNEIZLL T Ol THh 5,

(1) RBIRHTART AL ORERR SR Y 2

ARG AAERRD H &7k (L E/ ARKEBTEE)
CQ 1. ZUA RO
CQ 1-1. FUAARLTIE OISR TTH 2 (ILHIE(D)
CQ 1-2. VAU HHEE DI L ET D> 2 OKIBHTE)
CQ2. FUAHDIHEY
CQ 2-1. MBFEMTVAANFLIIE DEHRIRBRTIN? Calig 75
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CQ 3-3. BTV AFEEDINCBWLET2 2 (HA %)
CQ 4. 7VA U IFDOEAEE /¥

CQ 4-1. ZUAIROEIEFLIFE DINFEML £ 2 EHEZ)
CQ 5. ZTVAARDIEHE

CQ5-1. VA RIZEDINTIRRLET 2 (BEHFETR)

CQ 52, FVAAFOEERIEITE DI ONHDET )2 (PEH:FER)
CQ 6. FUA RO - FIRITx T2 DB iy S

CQ 6-1. TVAARDBWIEZ T T BERFEIRD IR DRA L MNITRA T ? (BRI RIRFT)
CQ 7. FVAANEDIEYG T

CQ 7-1. ZFUAAEDBYT PHEIIZE DIHIRLONHY £ 2 (WFFEHEHEER)
CQ 8. FTUALRDBIRKAE

CQ 8-1. VA ROBITETRZIITE DI LORHOET ) 2 (WFFEHEEFR)

FHAE (WHEHEEH )

(2) ERCFIA

1) JREEEE Y IR R L b 0FR & ER L= (2021 4 8 A ),

2) FFZEHEE S RE. TR COFERE LD T, ZNE WM E 2R ICFREZMEL, BRE
K72 (202149 H),

3) WRFEHEERRIL, LN B R A R R HER (AL AR ORGT  dGET 2L 72 (2021 42
10 A),

4) WFZEBE RS AL, T LR Z L0 T 2N a M JesiBfea £ B I FfMA S L, .,
BRARDZ (2021 4 11 H),

5) AFZEEEFE Wi, T X TOUGETRRAZELD (BEM) . BERE R — L= TARL, JAR
TV rar e RH7(2021 4 11 H), BESEMKETHLYa7 [ R—hxy N — 7B L)
EETVAVIFREE - FEORDLL, B RZRDT (2021 4 11 H),

6) MFZCHEREE i, N7 Vo 7a X hB L OBE IR FE OB RIS DM E R UET
ZINZ., B P ThD H AR 2 B L OV H AR YUE P2 I Z LA KGR 2 RO 72 (2022 4 5
H) o MFRPOOBETERIZHEDE | dETURMEIRZ R L . W52 ORGRZF 72 (A AR
222022 4F 11 H, B AMRRIEYYIE 723 2022 4 11 H),

7) ERBERFT-HOEEMREL, R OR— L=V TARLZ (202342 A),

(3) REAERR DT DI SRR SR AAT T2 B BT —H N — AL KR Rk SR I
Medline Z AT 2018 4E 7 A 3 H £ TOXERDMRR I,
— IR A N E BRE A o o 2 — ISR SR DR A KL . WD T — 2N —2bfE—L
o BARHYIZIE IGIRICEE 5 CQ &, MEE B BIE 4 5% —U —NaRE LIz, ERREE Rt
A= O E PR E SN — T — b LI R A& ERL | MR SCk IR R & 1T -7, fhitish
TSI WG A AR DR EDIZHF—T —ROE LR E % BT -7, M¥EIL, Medline (22018
70 1 HDS 202145 6 A 30 H ETICEME SN E R ELT, T VAR T2 BRI iR
NEIZUL T O#EY TH D,
1) FRER N %Y : prion disease, familial prion disease, treatment, supportive treatment, palliative care
HI 5K 445
Kuru, Srapie Z&3/A XL 725725,
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3. RHARTAANANE AT DT AL~V fidE 7L —R

IETARTAL T IBEDOEIZB VT, Fitlornd Minds 2T ARTA L AER~==27 /L 2020]!
WZEATET VAL~V HESR L — R A 5,

HELR OIS DO FH 15
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A

1) BR<HELE 2 (HELE D3RS 1, m T U ADFEEM: A)

2) ST ETHESE T2 (HESE DTS 2, =BT L ADMEZENE C)

3 ITORNZEZRET D HELEDORE 2, = F L ADOHEeFEM: D)
DTN EEFRHESE T2 HEROBS 1, =7 L ADfEHEME B)

4. RITARTA AER _EORE S EF D%

(1) AAAFSAIZBT5 QA BXDFEAIZONT

ABEBIZONWTL, TET VAL ~ULOEVMFFRIZZ LW | AROFERT CQ #RETHIEN
WEECTHY, EEANZIT N7 7 TR 2F a2 (BQUH S TDLDONIEEAE LD, [T VA
TR ART AL 2023 N2xt9% H AR RS RE TS O FEAM AL LSS SEX . ke L T CQ B
AL, —HICIISIR R 2 H AT 5 2 L 2 Ria T 2@ (R EHR aRaR) . a2 4
JEMF TR S SR O R E i T E LT,

(2) IRIREZESNDRE - BEOEIRZDUNT
RIS O - IGIRIZ DN TO AR TAUNTED | PRERZIR TRBO LN TWORWERIE, Th
EIRT DLW TR L T,

Q) BRI VFBEHRROMEBEICDONT

KIARTAANERRD G SIRITANTFEIE A ST R A T IR AT R B Al B 12 8D, AATAR
TANERUHEF LTI FEAGEE | FTE B (TR AR B T 2 A A 52 T e, et 97~ & RIS R
& = Evdviley
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1. Minds A ARTAAER~ =27 /1 2020 ver.3.0 A% EATE N A A R BE A%
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CQ 1. 7VA IR DGR

CQ 1-1. ZUAAIREIIE DI IRIRBTT N ?

[E%]
o TVAVRT BEEFIVAVICEIDANRKLBRERFET, ETETHIRMNGCHELERED
—#HThHD,

o TYFALDKREEILZT A ER (prion protein: PrP) MIEHE H! (cellular prion protein: PrP®) M iL{k
BENELTELBEER PrP (scrapie prion protein: PrPSe) T3,

o EFDTVFUIRFIFH 1~2 X100 BN -FEDRIEFET, (1) FFRIEHNF M Creutzfeldt—Jakob J7&
(Creutzfeldt—Jakob disease: CJD) ] (JREAAER) . (2) Bt [ E{E1E CJID. Gerstmann—Striussler—
Scheinker ¥ (GSS) . B3 K i 14 A ARSE (fatal familial insomnia: FFI) 1(PrP IR FERIZKS).
3) ESM [ ERT cJD (FEEFLAER CJD (dura mater graft—associated CJD: dCJD) % E) . R
£ CJD (variant CJD: vCJD) (EM J(FTUA U ~DIRFTEIZLD) TR EEIND,

o MIFM CJD MHAEMFIZIRETHEDRIE. BEIRIF. SA VO —XRGELZRLEENEES
[CELHD. LEERRIRETHEDIEREFILH D,

[figai]
(1) ZVA RO

T VA AFIT G R - 7V A AN K DG (B ) TR AR AR RO —FETH D, FF
729 BRG & O B 2B PE R IR IMJE (transmissible spongiform encephalopathies: TSE) &4 FEX L5,
TVAIRITFEOREL B X TR T2 NEILBIEYYE THDH (K 1), YV AIEFOEFERE TH
% PrP¢ OREENEAL LT PP 201D THY | ZIUTLD T VA LRI (T VA ARG 1325
PRI E> TR TEZ

PrPC %, 55 20 YLtk 112D PrP i 51 (PRNP) 5oL b, EISHRARRER T, D&Y GR
M CRILTRBY, 7 a7 7 — R M TR, PrPCIE 253 7 EORI AT FRELUCREA
S, BAID 22 T (7 F ST TFR) BRI R A S, SHICHIER#% 12 230 R FE DN {E 12 GPI
T I —DMEINE D, 181 L OY 197 FRILITHESH AL T D, 55 51~91 FRILDMIT 8 TI/ DK
R EAET D, — 7, FVA R TIL, PrPC N7 a7 7 —BHEHIMED PreSe 225 kL, I Tk
HIRE 2 PR URSIE 3 5%, PrPC /D PrPSC ~D AT PrP ONLAREE DO ZE(LEE 2 5 TERY (B v — M
EZETIONT/RD)  TVA YN Sk D PrPSe Lz 7=18 MR D PrPC 1L, PrPSe A#RIC LT
PrPS | THEIE T 20 DEE 2 B TnND,

EEDIED PrPS | X212 FUkk (strain) &6 FEIZ VT VAR OFi 18 DEN MBS 535, PRNP D27
(AR 129, 21917 VA AR OFRBRS MR RIC, BERITERIET VA ARIZBIEL TV 5,

[H]
*7aT 7 — BT LTk & e B & M2 o T IE LA A 2 I M 7Y A 9 D — B 73 "'variably protease-sensitive
prionopathy"(VPSPr)& L CUTAE R STV VD (Zou WQ, et al. Ann Neurol 2010; 68:162-1721%7>)
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#F 1. 7V AR D5 HE

A BWOTVA R
AJLAE— (scrapie) (SN
7 HERRIRANIE (bovine spongiform encephalopathy: BSE) AN
12 PEYHEER (chronic wasting disease: CWD) D)
AR SE o
{RYLPEI L 7 AE N4
1E0>

B. ErD T VA ek

Rpostt MFEECreutzfeldt-Jakob)F (CID)
"Variably protease-sensitive prionopathy" (VPSPr)*
iR BIAMECID
Gerstmann-Striussler-Scheinkerfpi (GSS)
B FEMEARIRSE (fatal familial insomnia: FFI)
Y MEPIPT I AR — 3 A%%
A 27— — (kuru)
EJFMECID (BERRREAE, AR BA IR, MRS FE AR
RSB T FA >, 22 FARLCID Tl i)
ZEEACID (variant CJD: vCID)

(2) ErOT VAR

EhOZ VA AJRITORFEMELIFEME CID]* (RIKARE) | @&sME (PrP Bix 122 R2ICBHE) | @S
P (FVA L ~DOREE L DIERITE D) IS D (F 1),

TV AROFIERIT, A 100 T AHZVEMIETZLATHY, IEDRETIE 2 ATIZHEML -
SHD 2 BNE OV —_AT 2 BT DI E O E Tk, 3N CID 76.8%. it 7 )4 95
19.9%. RNET VA5 2.8%DIETIH 7= (4 1), B EOMESMEZVA 91 vCID 1 1] 3 ARz, 3
T dCID THY, dCID 1T EDFEIZ LD BF ARG DL 155 61 TH5 (2021 4 2 HBIAE) , vCID
V[ A RO BRI S 38 L2 AT AR TR E NS D LT, ZE[E TIE 2016 FEDSE LBl etk (T
725 TS 4 DAED dCID Y 1995 4 —7 LU CRIEFUTID LD 3, BB DGR G O 5%
#2177,

1. ZVA AR — AT AT E L (1999 4 4 H~2021 42 A) IZX-TRIESNZ, bnREO7 A4
% 3,975 B4y HE
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ZEAICID
(vCID)

) 1441 .03%
3 [ERET VA7 {1“(003/)

KPFDCID
1641 (0.4%)

931 (2.3%) B Z B CID
(dCID)*
9251(2.3%)

BEET U F R
2 83601 (21.0%)

* -lj-—&‘ffﬁ‘/

JURIOFHE #FECID (sCID)
HELIBEm | CID (s
RBELE 155 303091 (76.2%)

(]

#TAE, PRNP Y163X 137D ZEFAFE, TAEHIT B HERE - AR RS 2 ERE U TRIEL . RISRAVEZ 21,
2 gaZ PrP 7InARILEEZ RO HEHME PP 7IA N — U ADF RN HA ZH 72 (Mead S, et al. N Engl ] Med 2013;
369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20: e67-69 (%7>)
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% 2. ErOT VA IR OIFRRLOBEE GEMI ISR O DO THZ 2 HR)

(2) i

(1) IM3EME CID (sporadic CID) :

BARMEZ VA9 (genetic prion diseases) :

(3) JEM3MEZVA 95 (environmentally acquired prion diseases) :

JRERAR B D REFMED T VA L5, M CID OMALENT, RASRERE T | BN G, PR B E 5%
i SOICHEARR - BEARARIERE, IA T m— XA @%ﬂﬂfxﬁ*ﬁﬂf@%ﬁ\ BHITHEATL Iifﬂ 3~4 HHT
MBS ICED, — 7T, LIRS T2 R T IR G (£ T2, JRIEODEWIL, PrP B 1=
R 129 %’711"&}:7 077 — B R PP OB L CW5, ITHE, a7 7 —B Ik 4 R A
T RE PrP 2 M E T2 IE A O —#E (VPSP b STV D (TR ),

AR VA IRIE PP S FOERIGERL , ZHOE RN TND, BARTEAUTE Y AR Bk
R (BMEEAR) THLD, BARHNR B E MRS A REZT L T THIIEE T, BIRIIIITZH RICHRIE
FDRNRNIREGIEL GRS AL EL 5D, ZEROFEIFIZIY | LiAIEI TR TMIZ PrP 7 I A R
BEAH 955D [GSS %], CID kDRI ER A~ 95 D [CID B GBARME CID) 1, BOEMESF M AR
JE(FFD), ZN UM RBISND, IR, R PrP 7InA R —  Z0FER NS SN (T2 1),

ST VA R, TVAVRBEISNENEES T DL LS THRIET D, DBETELHEL TWDHE
R4 % CID (dCID) 1%, VA ANTIB Y ST MR SRAE R Ol 1 2 5, 2557 CID (vCID) i, ¥
SOTVANFTHDTEFRRIRNIE (BSE) D7 VA ANIERENT R D DDIEENE Z LN TN, b
DEO vCID IS EFEMTEFIZ BSE 7VAUAIERL TWBIRT DB ~DIREIEE AL T
723,

SRR

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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CQ1-2. YVAANREE DI L ET 72

=E
TVA RO ETEEREEZDIED W DE—STH D, DREITHEDFRINAETE O R - IR
R3O/ YITILh-aTRE (Creutzfeldt-Jakob disease: CJD) B EIMFI LIS Z, EITHIBRTH
=V, EBBRALGEFEDERNEIDIFARFIANHY . RRAFHOHBEEMEEDZETIEINT
TV REERTHE 1),
RARRAEEIGL, HEM - ZIFHAER. 7751710, BE - RESOMRMENI L EIIEER
(FBIEMTES,

(1) VAR D2 W

FI BRI LRI AL T UA AR O A REMZ B 25 (K1) , CUsEITYEORREE, A TREE, a0
PR 72 & OARE - FEIE B %~ CID HURLFILISMT | AT ANEIR Th o720 | BN LG e & R E DIEIR
25 HSZOFEMIBIHDD | SR O VR B ORI Tl 7 UA A 80 975, IEfEZLpIE
(FIEIE  BHEIE, PEMUESS) DR A (I, MRI, SR~ —0—. VAR AL ) T
Lo T MIRBZ BRI L 7 VAR E T OIRRAZ 5 (WO EZ 2 ), JEA 5 8E 07V
ROV = AT ALER T P BT M AN R, B TR AR T B A A TR L | -
BADIEHIT>TOD (A P —ATAE B HENF R CID LY B[R || - — (T 2B
FHR D)o LTI IREAR AT TV A IR O IERETR 2 D 72§ YL TR R R ICH HEE T D, 7
VA AR 5 BURGHEITFRESAUTRY ., Wk 7 B INICIRERTIZIE B8R B D5 2,

Q) FVAARDOIRIE 7T B - FI~D 34z

LR A CTAH 72 ARARBTEHIEI TR HER « SLRFRZRIG IR 7T N BB Ch D, IEIC ST
WD, T8 DO ANBEZHE - RN WTRE THO R IR A OBRS KU THD 4, 7 VA ARI3Fa E#R
T, EREKEZTOILNTED, BRiFH s 2 — DR — =13, ERE K G0 —
R B ONEIRAEF B T A s T 5 ) B - FIEREL TEE T VA REE - KR 0L
WA D X BT DY a7 IR YR — by NI = DSR2 52T HT LN TED 7, SHITHIFEPETIL,
B PLFIRKT T2 LHEE ORI T TS 12,

3k

JEAE G R ST Al Bh & ST ROT IR JE 33 T 7 U A A9 e QN R VED A L A SEYSIE B T 2 A oeBE) - 17
VA ARDOY— AT AL YT B2 B3 23R A WF J2 8K ) (http://prion.umin.jp/index.html)

TV FI— AT A QUG T-B5 12 B 3D AT S 9 F%5 (http:/prion.umin jp/index.html)

TERYSSE JR 22 - http://www.mhlw.go jp/bunya/kenkou/kekkaku-kansenshou11/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 AREGT B AT AR Z 4> 2020 (http://prion.umin.jp/guideline/cjd 2020.pdf)

R WL & — A — AX—(http://www.nanbyou.or,jp/) :

TVA N (1) 7aAY 7 x/V kY2795 (CID) (http://www.nanbyou.orjp/entry/80), (2) 7 /VARTY « ARAA AT — T v AL
1 —9%(GSS) (http://www.nanbyou.or.jp/entry/88). (3) FFEM:F it ANRAE (FFI) (http://www.nanbyou.or.jp/entry/51)

RET VA IFE B - F %2 (hitp:/nanbyo.jo/sapo/prion/)

YTV AR — Ry T — 7 (http://www.cjdnet.jp/)

1 FUAIROZW O
FEMNIASCZ IR
* FIREDRVER TH IR F A RE 2T H2E0305,

TYU A IRDZIIDOTRN

BRIRPR R
A
[ )
CIDHEE (T UARmZEBNED) CIDIFEBRBIFI (B 5 (C(FZUIN DHVRLY)
SRS TIHERAME (/) MRER, RERE, = BAREEN", FRAME. /MK, /(—F>
FAOO—-RX, HKRR/HAINEEIR. EENE VX R, BRI S
BERLEEZETD BIIMENRNYEIID
l J
WELDRA >+ REFRR DTN
KIRFEDH R MR - FRIRE : MRB DRI
BHATRE « DEIRFAE - T BAEA OFERERE :> <: Ao« FEHATERHAI AR
ASERE | REREDFIEE MRI : {LECERER CRES
R 1 14-3-3 - YUEABIME. RT-QUICKH 4
TUAZERBEGT  ZREER (IFHET
IRBDIRN « Pk, BE. 7LV \ A — HEICTARE*)
R, CADAL 1RE

EzEa

[ \
IMFIECID BT AR YEBMET AR
(BaRYE) FEBARIE)) (3E{E1ECID, GSS, FFI) (EEMECID, ZEAICID)

CJD: Creutzfeldt-Jakob disease (771" 7 /L k-« 77 J5)

GSS: Gerstman-Straiiessler-Scheinker disease (7 /VANY Y« 2 2 hBART — ¥ AL T —IF)

FFI: Fatal familial insomnia (Et3EM: 52 M4 A RE)

RT-QuIC %: real-time quaking-induced conversion i (¥ 57"V A2 2 [ OHEMEIZ L5 i B EE A HY)

112


http://www.nanbyou.or.jp/entry/51
http://www.cjdnet.jp/)

CQ 2. 7 VA7 DI

CQ2-1. MFEMT VAL IREIIE DI RTT N ?

[E1Z]

e It Creutzfeldt-Jakob %% (Creutzfeldt—Jakob disease: CJD) BT UA U HEDFI 8 E|E 5B,

o  HAEMFITIE, RRITEITT HFRENMEEES ICINZ . ESN K. AR - HEANBRAEK, SA/O0—
XREEL. REICH, A TEREIHESIKEBIZES,

o MR EDEHAMEREAMEKRE (B 1), 5858 MRI-LEGHAB TO KRR BEOBREARDSES (K
2) NEHEERPOBRIVEH® 14-3-3 EADEE. RT-QuIC (real-time quaking—induced
conversion) ;E DGR RERIREZETDSE L1455,

o A EB (prion protein: PrP)BIzFaR 129 28 L7077 —EiEinE PrP (PrP) (DY T
APV TAYMENEREZHASHOE A EIBRERBRRCREMRELGHEL, MMT BV
#9732 CJD DEERFEFTREZET 5,

[fRi]

PFNE T VAT DS 3TTINFEAE CID THY |, FEERE AR D PrPSe @E@%&%ﬂé&?‘éﬁ)ﬁﬁzﬁﬁ
T, PrP BB IR BAGRD 2\, AR 100 J7 A2 2 AFREEASFAEL %’u\éf“* IR
—EL TV, BEBIIEIMEMICH D, EORAITIT-ZOL TR, 21 iﬁﬁ{%@&&%%@
(World Health Organization: WHO) D JEEZRE D WG, e E 2 T ﬁrfﬁ%ﬂ/‘ﬁﬁ,—ﬁﬁm \25“@9)6 L
23 MR EIOERR 2T LR S Ch D03, 2R #EZ2 FE IR G111 85 456, JRBEFHIIZEITKR
T BB RORRER AR L IR L /NI BB MR ZE Ao 7 VA — O A AR v A 7880 | #Prpﬁwx

W e a2 i 79 AUE, PrP LD ROBILS °, EIZHCK THAEEIU TS variably protease-
sensitive prionopathy (VPSPr) (3, A H TlIARsD THi T D,

I CID IV THHRAFRE R ICIEAE T 5 PrPSe X, = A&Z 7 ay MigTIZ LD 1 BLE 2 B2 53 1
S5N5 (X 3), PrP @R 129 7 (AF A= Z7RE THO MM B UL %2~ T TR MV Y
ERETES VV ) LOAADEIZEY, MM1, MM2, MV1, MV2, VVI1, VV2 ® 6 BUZ /3 FES N,
X5 MM2 B ERARIF BRI FUIC J0 B R SRR A0 D (R 1) 6, MM BB AERE 73 26<
MV1 Bl | Z R 72 CID O BRI LI BT FL A 5975 56, MM2-B2 B A IR AREES T O RBJNIE
KM EIER A L. MM2-BUARBRN IR BRSORE IR A £ IR E 95, MV2 BT RFHRER CHIEL |
BRafam %z T %, A TIX VV2 BUIMHRD TR CTHY ., VVI BLOHE 3700 37,

S‘Jlk%é'ri CJD DEFRFREIT 3 BT/ B, 5 1 HNTIIE RN, 5450% HEONFEEDIK T, R

L O A OIERE AR SFRDHND, 5 2 WIFRIFERERR E S IZHEATL ‘2]“%:7
—xm:tﬂfﬁ?‘éo PR AT HLCIEE R S O TUHE I S oD HH L /J\Hu%@%bﬁ%aﬂ R <
=7 RPUE, BSOS EEDFRO DD, 3 HICENE IS IRAEL 720 | bR E ST Eﬁm%ﬁﬁi
N B3 2, A TITH LI AELL EAEF T2, MEERESIRIBICES ZTORGBICHCKS] LD
ZET7R A R ORHER IR IC LV E M5 E 25N TS &9,

T
a3
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SRR

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. JEAETTEE R E R B RIS IR ANV AEGE A IEBE. 0T =L a TR
D~ =27V (BETHR) . 2002

4. Twasaki 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. 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.

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. IwasakiY, 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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Fpl-Al »\]\wwr\f\mq/\\MJ\M _A\f\fww,«\[‘m\ﬂww/\/\_w\wm PN\
pp2-A2 AN\ VN AN NN N
N ERES G ARORT e
F4-A2 /\M«/J\,,Mﬂﬁ \~«\/w~/\ww\(\m/ﬂJ\ /N/\Mwwf\w /wJ\w e

I N 4 ¥ e A A
T2-A2 N A e NN e ANt N e I TN o NN e
C3-AL e, i \\/f\/\mwﬂw/w“\wﬂ
Ca-A2 N\ DN\ Mm\/ N AN\ e
P3-AL N\ NV M\/WN//\/\MWJ\/\MJ"W\ —
PaA2 N\ NN NI\ N AN\ e

Ol-Al ,,.,,f\/\‘M.M..‘.J‘\/\M.M.mf\/ N\ i\ e NN\ e A\
02-A2 Y\ A/\MWW_N,A\/\\“MJ\/\‘M/WA/\MN/\/ AN A\l Jroouv.

1sec.

X 1. i T E AR AL E (periodic synchronous discharge: PSD)
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2. BHIE MRI - JL8GEFH4 (diffusion weighted image: DWI) TO KM E | #7
FEROBES
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. ——21kDa
- ——19kDa

| 2 3

3. a7 7T — BB VAV E B PrP) DU T RE T ay MENT

BT VA E AR E AR CUE L7 Iy = AZ T ay b H L PO
ALY 3 DONURPELD, b i ROV RN 21kDa I HBLT
AT 1 BT YA & H(type 1 PrPS°), 19kDa T2 BT 2 7 VA4 E H
(type 2 PrP59) &35 (kDa: kilodalton),
(Lane 1: MM2-BE AUV CID f4], Lane 2: MM2-#REER I 4 CID 3], Lane

3: MM 1 AU E CID 1))
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2 1. VFEME: Creutzfeldt-Jakob 775 45 HEAL O HE FE 33 I OV PRI B 2 ) A7 134

MM1 % MV1 & MM2-5 A MM2-{R AL MV2 NAREY VV2 A
PrP it 1
SRy 129 %7 Met / Met Met/ Val Met / Met Met / Met Met/ Val Val / Val Val / Val
PrP ! Type 1 Type 1 Type 2 Type 2 Type 2 Type 1 Type 2
IV AR A a— R . TRRZSMENE . . PG AN
L D4 X BEvinl
LIRS E Heidenhain %1 Not established (T BRI Kuru B2 Not established Brownwell-Oppenheimer %!
KA (%) 67.6 27 2 2 9 1 15.7
4.0 (MM2-FBE-HERTID 13%% 5
AHB (%) * 853 (MMI+2 D 6.7%% 5 Er) 27 6.7 0 &éﬁiﬁ O 1307 1.3 0 0
B AT R
FE LN 65.5 (42-91) 62.1 (51-72) 64.3 (49-77) 523 (36-71) 59.4 (40-81) 39.3 (24-49) 61.3 (41-80)
Aokt (1) 3.9 (1-18) 49 (2.59) 15.7 (9-36) 15.6 (8-24) 17.1 (5-72) 15.3 (14-16) 6.5 (3-18)
I HRIEAZ2 CID O, AE THEDTRENE e S e AR, SRR TE S, HEATPEDOFRAE L M PRI FEAE | RAPER THRIE,
i A HE FOR HEATPERRAE PR P g BTN
TATRER PN N Ysibhd R HEATHERRAE AV ISR HY B
SATEHAD 97 100 67 50 77 67 66
HIHLE (%)
PSD DB (%) 80 71.4 0 0 7.7 0 7.1
I Eey it o . o "
y y M e —C A =N =N
433 EA i3 Bt (i3 fep B C o [k Bt
SRELEHIET R
. FV—T RO R E . - 4 e s . - I
P SR 2 KR A B2, ﬁmj{;;f& - *;%?f F VV2 LD, KT KOS, el B T RO R AL,
i PZEIEUIE LI R IE o ) IR RS NN JNBIZ Kura 85 TN, BRI R T D BRI ZE UL B B R
IR AR IR EE AL TR
; ; 1FEAETRN VV2 HEET 20T T— R TI—IR RS
b DSl 22 5 B D ) - S D THIL NS 8l i
brb o ST TRV ) T A F b i T A R

Parchi et al [6]. 40— ¥
Met: methionine (AF A=) | Val: valine (/XV>) | PSD: Jixi_F0D J& #4: [ 31 M A e (periodic synchronous discharge) . PrP: 7"V 4" & 1 (prion protein)
* BN ERLRTE I ER AR O ME CIDT75 FIOfRHT ([5]RV )
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CQ 2-2. BT VAU IREIZE DI ETT )N ?

(EZE]

o BIEMT)AUFEEIL., TVUA L ZEH(prion protein: PrP)Za—K 9 3 PrP :&15F (PRNP) DEIEF
ZEICKVELE TV HETH D,

o BERRIELHICH SN, BIEH Creutzfeldt-Jakob . S ILARI Y - ARAARS— v AU
—J% ( Gerstmann—Striussler-Scheinker disease: GSS) . 3L 14 K ik 14 A~ BR fiE (fatal familial
insomnia: FFI) IZKE D ESN D,

e HAMICIEIZHDEGLFEENRESINTEHA. BRTIL, EIGME Creutzfeldt-Jakob &
(V1801, E200K, M232R) . GSS(P102L, P105L) . FFI(D178N) ¥ k<5 N TV,

[fgan]

PRNP SB5FI3H K 20 FBOFBINLE T DB 1 C, BRVFET DL TRMEMET VA M
HEUD, HYARBENEB R (BEBR) TERAELD08, BB RITERICE-THRAD, VIS0l X M232R I
FRWNORIE I THD, FEFAIZIE, GSS 73 CID Kb MBI S (1912)  ZDHIZ CID AFEES
A7 (1920) , GSS 1TFBEMED TR B E L THENLSAUTETZAY, 1985 22 PRNP BAR T3 LS Tinb,
BEMET VA RN LR REND I o7,

®. BT VA ARV T XA T a5
® HnME Creutzfeldt-Jakob J7 (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 #75 (GSS): P84S, P102L, P105L, P105S, A117V, G131V, S132I, R136S, V176G,
M187R, F198S, D202N, E211D, Q212P, Q217R, Y218N, Q227X, M232T

®  EEMESIIERIRAE (FFI) : D178N-129M,

PrP 7IAR—3/RA:Y145X, Q160X, Y163X, Y226X

®  /7HNHE: 1-9octapeptide repeat insertions (OPRI), A133V

FNORLIZOE, Bl i CHIAL QO SBEHET VA RO R L | BRFHFNe R CHD, &
B EROFERIL, HARIZBWTUIEDOE RIZRON TS, £o, TOFEELENE LT REZEAR
%o IDIT, [A—DOERTH, REBUIIZEEMERHY, Fl—F RN THERDIE HDHWIE, 2R 129
DL BT HIERFHIVTND,

A ARIZHBWTIE, gCID 1T858 D D727)T | FRITHEEA mO DL VI80I THhY, E200K, M232R 735
<o =77, GSS ELTIE P102L NFEART, ZDIFNDXA T 13480 THi T b,

(1) gCID (V1801 2 #)

HARDBIRIET VAR RIRDK) 40%% LD, FEREA ML 44-93 7% (K 76 7%) . A FER IR0
LYFLENTODD (FART AL 2020) | EATITREAR THY | BERFELLITI0ED TRYOREE LD
BABRBRII TN (10 4FFLE) . FAEFHRY sCID KV @EWZ& FBIRISEIT T 52800, T A
~— R IHH ORI BLL TRISN A EbHY , MRI FEEGAMRIIE T TR S
Z&b 7720, MRI LR EIE 1L, sCID DINTKIMEZEDVRARD @G 52 2T 0, LITLIE
IR E S DOID, B2 T TR 52 &3 #EL L, A6 & X BD-D0 72 Ml A 2l Zpu, kil C
JE HAVE R BIE i #E (periodic synchronous discharge: PSD) 2338 HLABIE D72 () 12%) o IMEEBEIK
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(cerebrospinal fluid: CSF) 1> 14-3-3 A, ¥V E R, BEM T VA E B & H IR (real-time
quaking-induced conversion: RT-QuIC) D54 HAMKL | #h iR 32 & TR ’iié:k%i@éo 2T 7E D
7eDIZ, B FREIIMNATHY, ZWHCHEE CTED, 2B E B ORB-C TR E M ES LG T
D72 AR EE (RRE REDORATRE) DIREDTZOITHEHETH D,

I BRARN Z L DA RR A AORR RS Tl RIMBUE DMARIRZE M A TR D 2703, Bl & <le D & FE DikZE
s AR A1 status spongiosus DARBLIZ72 D, T VA AT T D0 Yuta T, M CID LH:L
FOGHEIRAR B CTRZW LSS N N2 e b 5D, Ll M3 TR A ANZE 25T
HOND, LIZ3-> T, BURFBRER EBAE M k2 W ey 22 7 my MEIZE D J R 7)%/0)#;3&
DEETHD,

(2) GSS (P102L—129M % H2)

GSS P102L Z %X, GSS @EPT“%%)%%WF,E'\:T%D\ 1912 FEOFZHZDE R ThHHI LN FERIIU
TV, BRIRAIIZIX, 40-60 7 A CTHRIAEL , ETVED BRI RERRE T | /MR | SRR R %
FTREGE DR 2 TR E A > CHELT S, BATIX, JuN Hulsk (FE VR B & [ - 28 O A BYEIR F2) 12 0R
FELTODNNEDORIR CHL LD, BT UL EFRIfIOaR 129 %‘éf)vzg‘ﬂ‘v—/?ﬁ)/\J/Z))kJio“C
FRERAAITAT AR E AR, BH IATF A =0 ThD, —J5, RHMUB Y DA I H AR
M7 KRB 5.2 HAlREMEL &5, BEE MRI O DWILIZRIHICIZ R H) .j,hab%nt,cww PR D
HEATICIRY KIME BN EE B A 78D D, W BRFHINTIX, KN E DUFRIRZENE D R 2 72 R f%&%h
IMACTTVA LI EDTIOARIEDS, RIS/ MIMIZ 25 A DD, GSS O BREE AT R
IF BB L > TRESER DN, P102L AR TH > TH N LND,

SRR

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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CQ 2-3. T VA IR EILE DI/ IR B TT 2

(EZE]
o TVAUFEERAMICHELIGEDEMTHD. RETFHOMHE N, TUAVEREETERE
DRIEME GEEH) . hDEN M SRBRELIZEZEZONIDONCDEBETIA R THS,

o AT, 100 BEMRDELEF|ITHROL-EGHETIA UKL LLTD 4 DTH5,

D RITF7Z2—F=70 kuru TRAZBICKYRKELI-LD,

@ EFORTEARIVBRLERERILVEVEAFIZESER. LEZSDLELI=ED,

@ LAEINEHRORZORFBEROIEIHNBOEEIYBON-EIFEEBIEIZELSE

@D,

@ DVERKNELTRBLU-FHREREENT HETRRBLIZERE Creutzfeldt-Jakob
$% (variant Creutzfeldt—Jakob disease: vCJD) ,

[fizan]

BURE AL C LT EE A E YT VA IR IC R 22832\, 7 U4 M (prion protein: PrP) i&
RF-DARL 129 BATFFH =2 (M) 72 DDV (V) IR DD> | EFVEELFE L PrP D55 - f)s 19KD DX A
272073 21KD AT 1 72 OH>THIFEPEI L3 FASILTODN, R Z 5 SR 3 0lX, M1 74
(MMI1 72> MV1) 5>, V2 742 (MV2 2> VV2) THHEEZ LN TUND,

kuru (3, £ 0 AMEYSRR IR &8 2 DA, FERICEVRERSAVIE LT 1957 S BIXEA: 200 4 UL E D%
DEEF AN (ND 2 TADOER) B ANEEZEEIEL WDl 4 I LTS, V2 74
DG TH D, LU, BUED R O LWV D REITNDD, Bealr 5699 LIIEFl L, A
D MV2IEFIED XBIRHEETH D,

R EAVE ARG, HE, AEOPF TR ERL /MR I H R T 55 DT BRI, BT
(FHAN) EFHZ LD, 90% LA EDSERIX, V2 FVUA L DG CTH D, HeE, AAETHREGR O MEIE
BllE M1 ZUA L IBAA L THHIIHEDLT | FIFIERFITIL V2 TV DBAS L LlpoT R K EL T, R
L — ML DY TIE M1 VARG RAL LN 28 E 2 B,

TG, DAET 150 AARDEEZHUTERMET VAR ThH0, ZiUT R 071
FT 27D 60% % DNETHE LI LS T ERISNIZHDOTHY, FRZONE O BH DEG LS
TUWNEWIFERITRN, EIZ, AR EH SN TODDOTIREAE BEHBEN IR ThH D, 59—
1o OAIFENE Creutzfeldt-Jakob J5 D HLERIEY . M1 7 UA SN 0%, V2 TV RYED 30% DHE
TS D,

vCID I, T 180 4 &2 DB Z L THY, 1ERDIAIENE T VA LRI TR > Tow il A 7R~
LCWD, T AR IME B Ge A= D = AR AR R R AR A BT 2 28I LA NERYY T D, vCID DI
WL BT W EROBE S FRINTEFEL . 2R 129Met/Met D& fn T RINEGL L0V, T2, DRE
IZZWBE A CHHARY 219Lys IGO0 W B B CTHD, YL LT= 7 VAL, 7RI
JED T VAL DME NS TODD R TH D,
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CQ 3. FVUALIFDOZ

CQ 3-1. INFEMET VA LIRIZE D INTZWIL £ 2

(E%E]

o M 5L TREEN. HFICEHRKZALFRNBSLIUHBENZENEETH D BRERK (B
HGRMEEEZTOEL) ICINA, BAMEERE. BERE (HHIC MR BE) ., REHRZ
(cerebrospinal fluid: CSF) & . IEBRBGEZFITL., thDKEB LD ERIZEITo- L THEEZET
%0 BITRBEICKYBRKZBANEL DI LITEELGFIELIFRLY,

o HRRENDH T, MRl BETHONSEEFERD D THLEREAEZ (diffusion weighted image:
DWD DEERMRIIMEETVA U RDOEZE B LUVERZEICERTHS,

o CSF HDNAFAI—D—DREFHEITVAROZIHE LU BRI ZEICERTH D,

o MiRIRE TILEHMEREIERE (periodic synchronous discharge: PSD) h\4HSKIFT R THY . 7
DAUROEZMELVEANZHICERTH S,

o EWIHLET. +RICEANKRBEITIENBOTERTHS.

(]

T NA = —=RERHEZ XU & DR AR REIN T 2 U DI RE ARSI 572012, SR AR RE IR AL
Hg A, CSF AL, MR AR 2AT9 V2 (R 1)
F 1. IFEVET VAR LRI TR SRR

1) AREZEMER T NA =TGR IAE
L/ MERERAE
TEATIERE_EPEIRRE

* KIS B IR A 2R M

2) A NI « FUR A REAR TE

REAI

SRR T MAIE

B FREIC I DR AR R

3) -HIV Bt e e

Rl Siis =

< EETTPEZS B AR PEAME : PML (progressive multifocal leukoencephalopathy)
- B~ L~ 2%

4) RS S -HMH%%(%&C%‘IEU‘/NHE\ TV T FAN—=)
« PE B E (B R

5) Zof At TAD A ERE A AN
IR 3R E

<7V — )L BN E

o JFF P NE

« 1B JE/KEEIE

B OSSR PERNS

BERIEARIZ 2 TH DM, B (7 #78 Creutzfeldt-Jakob J%: CID) . MM1) 131 TR AR REFE
WZNx, IA e —X A EEEE GEEGHR, SMTEELZ AL, K 3-7 7 ARE CEEMERSICES >
4 FEHALGI (o> CID BT 2 A7) OFERITARARMEI T IS s U i B B 5 ORR A RE R 5 4 5 9~ 5 4
LAEDLNIERIZZE THD 58 (P23) , — X ERAREEER E4 2 3 258 MIER BB LT VY A~
—RUERHIE & e U H BT - B AL RO I Z RS RERE E 3 B L -5,

B AR A CILEARS MRI DWI 7

S

A H T2 O, DWI T, KM BEZE Gl I 3B 8T LR
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B (RRICRRSARRITER) IR E B2 2T HZENZ VN, KIMAEICR TR 5 2RS720, £z, 5
MRI DWI O ¥ 515 5 DAL Tl apparent diffusion coefficient (ADC) fEIFAL T35 &M\, FEHA
FINDWLHHFED CID Y7 XA 7 CTld DWLIZTRFE 52 RS2WLH5 (p23),

BRIz B i A R TR BELHY | BRI W AATORENEE CTHD 21, KRR MEH DT
FEMET AN ERBARIIE L7 VA AR IR LT B AT L2 7R 37728 | arterial spin labeling (ASL) {4
MRS T7 T 7 4 —T2 & O RAFERE I % [FIRFI B T2 Z & I32 WD FBNT 12705, iz, IV
VATl DWI O S5 B4 K328, [RIELCO FLAIR {4 TIXAL 2 B 5 52580 R0
., FLAIR H[{& T BE S BB G G T VA VIR LA O EL B BT RETHD,

CSF Kty Tl 14-3-3 5 ADMHBIIRZ W B HETE B O — 2L L TINZ BN TS B, M7V A 95
FH D CSF FDONRAA~—T1— B WA ZTHD 1619, LivL, IR 8L CID V7247 V¢, o
A~ — N —DREENT 2D, FTo, IMFYET VA G LN OIR B T A A~ — I — L EZ R 328
5D, NAF~—H—OHRTERER TV AR A & R HEIEYE (real-time quaking-induced conversion: RT-
QulC) (2T CID 3% ® CSF HORFEF VAL AL THZEITRPIL, 2 EOF R RS
7=20(%2),

7 2. IR VA IR I T DM FT B D/ A A~ — T — it

SR EE R FE T
14-3-3 51 WB 79% 66%
14-3-3 5 H ELISA 85% 67%
oA 4=! 91% 79%
RT-QuIC 7 83% 97%

F AL CSF AL DM A DRI TRMIE LT AN TES 212,
AR R AT TR TR 70%F2 B PSD & 2975738, FEHVRFTIE PSD 27 S72W Vil b5 23, MM2-
BB ORI ORI IR BB OBIRE A Z R T 28035 2425, (MM2-FE R B
DOEWHEEHTER 3 TRT)
# 3. MM2 RE RN Creutzfeldt-Jakob J55 R i2 Wr AL HE SR 25
A: PrP B ICEREZED T, al 129 ZAULLANOD PrPres DU AKX LTy "D/ —1 | il B
AT R (R&E A M D22 i L 22 J8 BH o> PrP b)) © MM2 BB sCID L2l

P RIS FICERAROT, Ay 129 ZRPATF I =0 OREF AT —]

#0 MRI LRI T L RIMBCEIZOZ S5 52805

4. FIE 6 r H DR IT, a. XA 70— XA b HERRR/BEAINERAENWE , o BT B/ NIE RS, d B E)
SO 4HAT 1 HA LT OIEMBRLAFEOR

B:
1. EF T DFREE
2.
3.

P
g

fife 251 : A
(T T : B1-4 -~ CE =T
S\ A B1-3 &=

IRIFHEED” B IO BRI I3l DR LR RIS I > TIDIRBZ RSN TES

Iz, TR AR ES (World Health Organization: WHO) 72 Wi B 4 (32 4) | FT ST FETER 26(3% 5)
BRI, AR RAMEX TR A+ 01T 70T ECARKBOZWNICELIENEETHD,
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7 4. WHO 2 Wr L HE (AT O W L 1)
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(EZE]

o BEEUIVAVKRIFEEKFBEICLYERGNE (RiEHE) /7040 Y7z)Lh-vYaT9H(CID). FILRE
T -ARAART— v A2 A—FK (GSS) . B REMETRRAE (FFD (TS, IEFRIAT
R, REE. X MRl Bf%, SERE. B FRRICKYEZH T 5, GSS TIIRERE BEHEEHE
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K 1. AR LR ESN TOD R s A5

FRRPES | kv TR PR E A aRY 129 SCHK
102 proline — leucine methionine Hsiao, 1989 2
GSS 105 proline — leucine valine Kitamoto, 1993 13
117 alanine — valine methionine Tranchant, 1989 '
178 aspartate — asparagine valine Gambetti, 1995 1°
180 valine — isoleucine methionine Kitamoto, 1993 1
180 + 180: Val — Ile . o 17
b 239 232: Met — Arg methionine Hitoshi, 1993
) valine or 18
200 glutamate — lysine methionine Goldgaber, 1989
210 valine — isoleucine methionine Pocchiari, 1993 "
232 methionine — arginine not stated Kitamoto, 1993 '6
Laplanche, 1995 %
21
: 2Ry 5191 SEO~7 F R fgEigg | Goldfarb, 1993
GSS. CID 7k ~ - Owen, 1989
iy ~D Q-T2 7 /WAE N (OPRID) | 16 73/ ’
¥ 2 e ) Goldfarb, 1991
RRRK (OPRD van Gool, 1995 2*
Beck 2001 %
FFI 178 aspartate — asparagine methionine Medori, 1992 26
SRR 163 tyrosine — others valine Mead, 2013 7
AR R
s - 178 2-bp deletion (CT) Matsuzono, 2013 28
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7% 2. GSS Oz L UE

. 545 (definite) : HETTHERRIENAE, /NIMIER | SEMEXTRML R E A2 295, 7 UA
EEE’ BAR T OERPFEOLI, MRk T GSS | %ﬁﬁmﬁf;rfifﬁﬁ%ﬁﬁﬂ
T o0, FIFZV T RZ T my MED R PRI A I TR E 7 VA BB N
*ﬁﬂjéhb&@

|FITHE 5215 (probable) : B ARIEIR &7 VA L & A B IL DA BITHEFEFI L FRIC T
3@67% FERAT L B VAR E ORE BN EL L TORNE D,
3. % (possible) : FZIEIED BV, EATHERRAVEZ L, /INMAEIRD Mkt BRIB A
FEOM, TV E AR O RCHEAT R BH 7 VA E A OREHBELI
TWRNED,

% 3. FF1 D2 M FEvE

1. f#&3<H (definite) : ERIREVICHEITIEARAR, SBEVE, 2R RR LA IRRE, IA T/ —
XA, NI, SERE R, MEIESIREE/RE FFI EL TR E LRV ERE &
L, Z7VAVEHEBG FOaRYy 178 ODERAEZHFLARY 129 73 Met/Met ThDH, =
SIZIRARIZ BT FRLIZRHSRA 2R BT RAGERH 327, Flmidv A7 u
o MED R TR A TR 7 VA E B RHESNTCH D,

2. 1XIFHE I (probable) : FEKAIIZ FFI L CHELRVEREZRL, VA EH
B T-DOaRy 178 DZERAZF LR 129 7% Met/Met TdhDH7, 5 FAT H, - B
7)2L/$ HOREADELIL TN E D,

3. B\l (possible) : ERIRAVIZ FFI EL THELRVEIRZ 2L TWDDS, 7 UA &
B R BRSO /L - B 7 VA B A OREA R SELN TN O,
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CQ 3-3. EBEMT VA IFIIE DI L ET )2

(EZE]

o [E[REM Creutzfeldt-Jakob J& (Creutzfeldt-Jakob disease: CJD) MW : EEIT AIZHESITIAY
BREREICINZ T, MMFME CID OBEEELZBRLTZEHT 5,

o DOHAETHEINTWAEREM CJD [FLTHEIEFIET CJID (dura mater graft associated CJD:
dCJD) TH %,

e dCJD MD#92/3 (% CID #EFITHDM. HYDHI 1/3 X, T5—IRLEMFENHIFREFIT, &
TN LR HEL, FiE B HA IS IX AR £ 12 A 1% R £ 14 1 BB (periodic synchronous discharge:
PSD) WHERLBEWIEITERET B (R) .

o ZTEAE Creutzfeldt—-Jakob J& (variant Creutzfeldt—Jakob disease: vCJD) M EZ I : F5MHE IR CTHIE
FTHIEN B RNBAICITREBEEEZTN B LBV ENHE MY CID LITEGIERIKRIERE
2L. B MRl O T2 3&FAERAS FLAR B TEAT A FHEDRRMBES L A#5N 5%
EDHHMHRBREMREZTY , HRRE#IE(World Health Organization: WHO)E2 ¥ £ #£ (2001)
(5 14) . TNZEHETLT= EuroCJID (EU) M EZ T EHE (EU case definition) (5% 15) ZFALNTEZ2EIT
%,

[t
BAEE TICHRE SN TWAE RO BESBIE T U A IHIZIE, EJFME CID, vCID 3L kuru @ 3 FRIEFE
1F£4 5, ZOHT, bAETRIENHERSINTWDLDLE, EJFME CID %o dCID & vCID Thd,

(1) B A# T CID

dCID OB WriZ, £ CID ORBWIILYE (£ 3) 12~ T CID ORWiE1TY, TD%, BEICZIT
TZERA T2 R L, WA S HIE dCID LW 5, [FERC, VAV E A B G A Clis
M7 VA IFE RN D,

dCID ™#) 2/3 13y #1972 CID OEERFHG A &2 MBIBIThs FE7T7—28) , —J5, dCID DF)
173 IR B CT T — RO T VA B LA RO DT T—7RICTHY | el iR R TIE O EB) I3
JEARZe LA L, UG CALILDANEE =00 PSD 3FIE 1 AELAPNIZIZHBLL 72U i & | G PRE e )8 BiRY
BT E2D | DT 7T —78 dCID OEFIR WY (R2) BMRRINTND (3 13) 12

F 1. 75—2% dCID OB () 1.2

ZEME Creutzfeldt-Jakob 5D FZWTEEHEIZHES 575, E MR IAHLIRAE IR AEIE 2300 | HEATIED KLFRAEIRZ S UTE
Bl B (A AR R IME i 7E (PSD) 780 72< Th | 121 S (probable) &35,

(2) ZZ#A CID

VCID [TREFEIR TRIEL , T ORI R 2 8 O B E 2 RIEOI N 952808\ 3, £
M CID S & P U CHER R AR 2N B v 3, 2T WHO 27 55 4E (2001) (3% 2) I2iE~>THT), BHE
MRI @ T2 58EFHEE<° FLAIR B TO AT 5 R OFIR AL &5 %5 (pulvinar sign) 1 Z45FEHY TH S (X
7)o OHEHID vCID FEFITIEFIEZ INMIE _E PSD 23787272 5, WHO D2 Wr kLD NI 32
31l (probable) J DIAIZ, I T HNZI L8 HIWE RS AT AONDZ LN D5 ) BINES L
6, IHIT, FEETIXHMLIZEE L 72 vCID FREMS] (FEJRMES]) bl Sh 7, Thba B Ex THETLE
W ELYE (2008) 73 EU 2D &4z (3R 3) %, fEEZ W Cld, IS T ARHEIIZR B E 7 VA E ROk
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&R U 2Z Ty N ARE T DB B D, RIFERPTONDZER D03, O FHIZf R
EEYT-8 | BRI LA E 3572 pulvinar sign 23 A5V WMEZ2 BT D RH D,

7% 2. R B CID 32 W K4 (WHO 2001) 4

L EATHEO KGR - R E

AN 6 4 AL

R b ORI G ETED

- EJRAEDFTRENED 720

FIEME Creutzfeldt-Jakob R4 5 E T& 5

FIERIIORBEER (50, RZ2, ER.L, B R =40
R T D0 AR R G (D DUV NI E O
AR —RA AT VAR=T

11 A. TR T IR R A fis ER (PSD) fxtt

B. B MRI I CRi{ARR LSS 5
v A. AR TR T 7 VA B B
e 52451 (definite) : LA BHY | D> OMIRIFHE LA RS NIz D**
|EIFHe F245] (probable) : IBEIONO45TEHEE A & B 27750
ZEU M (possible) : IBXO IO 4/5HAL HIA Zi7Z b0

II

UO®m» MmO 0wy

=2

I RAERITHERE L2V, 7277 BRGNS B CID IC A L., FE55 MRI TR R EE B2 R 2 Wil ©F
HTthd,
** KB L OVIMIMIZ, EREIRZLE florid plaque &£ B 7 VAV R A OILEERBD D,

7. vCID @ MRI T2 583 {4

MR DRI (KEN) [SE1ES (pulvinar sign) BRSNS,
(%EE CJD H—A_R(S52RX1=yk DA Collie BLTNDZE
BlzL3)
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3% 3. B A CID D2 W FEUE (EU case definition) ®

A ARG
1. RE 6 4 A LL_EOHEITIED KR AP E A 295
2. R L MLORBNREETED
3. B RO T EARR LB SO I LD IRFRIE D20
4, BB DRI E S & T& 5

B. [ PRAE {5
PLFD 5 DOIEREDI B 7t 4 DERBDD
L FEFI OB HRER (5o, R, R0, AR, =4
2. i3 A0 O B R (B AWITE O )
3. K
4. IAVa—XRA a7 VAR=T
5. FHE

C. A& pT A
Tife i 2 KT
KA ZOVIMIKIZ, MR IR ZE( L florid plaque % £ B 7 VA E A DILE 380D
ZOMOKAERT R

1. JIbd6e < JE I R fikc e (PSD) Rk
2. FHE MR CRi IR KL & E &
3. WA TR 7 UA L E ARG

D. #EFIIRT

FE BT B RS TOBE NS ERA~DEHE (172 L)

1. ffle 52451 (definite)
A WZBGAEE C. AT O E WA 7= 3
TS (probable)
A, WESAEE B BRRIEZ 7L, C. AT R ClM | PSD R&MELTEES MRI O MR 15 5%

7=

F7-03
A, ESEMERT-L, C AT AL CRIKERICID B E 7 VA E A BESHERIND
%E\V M3 (possible)
A. WIBSAMEE B, BEFIEGAT - L. C. B R CIMi - PSD Atk

* yCID OFIEZ HNZIL, FilZ PSD 2780052 ED b5,
** R RAERITHELE L 22, 7272, BRAIEED vCID 1AL, B MRI CHRITREELEE 54582 F A
Thb,

SRR

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 (vCJD). 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 (vCJID) [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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CQ 4. 7 VA IR D ENEE /3 HE

CQ 4-1. ZUA RO EIEEITEDINFHHL F30 2

(EZE]

o TVAURICITE L EREE D FEITLEUVD, BEEEFTHR7—ILIZLKOMNFEL TS,

e EEFHAHMRMNREX(HBOBREICHITIERFICRHATIEREERRICEOHFER
BEBRHIE) TIE, TVF B O EEEFHER7—ILELT Barthel Index' ARG TLVS,

o J)A iR BREFEME (Japanese Consortium of Prion Disease: JACOP) Tld Medical
Research Council Prion Disease Rating Scale (MRC Scale)? hMER S TLVS, MRC Scale & 1=
BEEFEEETMT IR —ILTHIH ., TV RIS B A CRANHEEE D ST
NMbH-oTHY ., EHMESLIARETHLH LS. B A TIEITVA VRO EEEEFTHET
BDITHRLEL-EEERT—ILTHD,

[fgi]

TV ARTHET N EDO T, <O —RAZEWTUERITEBITHEEL | Firiudsor A UW
(IS 1 2HaD, 20728 EIEENFHEVIL ORI BT, B2 CEEEZRETLIETH
(X, AT OB EE Y > CRIEMETTHELARIREITIEIZ BT 2B N TH A, LIzh o T, BAEE S FLD
HFEE DR R T D EIE A — VA T 2ONELER Th D,

B DO E O JE A S5 88 M 1 3R F 3 TR SN QWD 7 UA 95 O FEE FFHIE Barthel Index! ©
5 (FE 1), ZHUT A EEIEEELFE T 22— /VIZEE S T 5, BITEZ DR — /W2 DY ~EY
T a B AR L L CHEEICH WS TS, 50T 0 45 G EIE) 775 100 AUc/ L, —
A 80 sLL ECIXEF TR BT A L TR, 40 SLLF CIEE LURTFHESND,

TVA AR L LT EEE A — /L E LTI, Creutzfeldt-Jakob disease Neurological Symptoms (CJD-
NS) scale® W) T D, ZAULFEITEE FE JEBEL G527 — /1 Thd, 74 IRICHBLTH3F
SF gL 8 SOOI T IV —ITHT TR 26 HE A 26T, TNENOHEA 0 =700, | = B 2
= HED 3 EPECRHMEL AR5, 5L 0 500D 52 #L (B ESE) 12045, CID-NS TIXFIENHD
RFRIRR I & LB IS REDS B R T D LRSI CODH3, SIS O I H 232, B H 20 55l 77 D
HADTD72IIN TN E | WL OO RTE KD B 5,

JACOP THffi X TV % MRC Scale? |7 VA IR I RFHEII 72 5 5EHSRECRRABERE D FEAT 23 4o -
TRY, WEEESHAM AR ThD (K 12), B AEISEICET 7TV —R 7THE , S35 Bk
RE - MR RE D 1 7Y =725 4 THEHY | 51 11 HE DSBS, sORFIZIST T 2~5 B CRHfid
Do BT 0 53 (BEIE) 235 20 SUETHATT Do BURE R TIEXT VAR O BIE LA 7T 95 DI e i
LICHIEEAR T — /L Th b, ZIVLLISMT, ITH DO 1Z1E neuropsychiatric inventory (NPI)72 &% FHW T
TVAARBEEZTML T DBH5 4,
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#% 1. Barthel Index

HH IGATFIT ot
ASZ, BB Bl o257 FEERRF I NIC B~ R D 10
B BB (2 203, B TET> THIOK L THB)) 5
250 ) 0
AL, 7L—% 7y - AROBEL & T GETA L & T) 15
BTSNk~ | BEOHS NI EITEREES S 10
BE) FEDZ LILATRE T HINTIERI B 5
AR B EIT R ATRE 0
s B 7 (P, 52, hEx, ONTHID) 5
A B E IR AT AE 0
B3 (KIROWBNE . B ha R E BT R BT MMERARE ZE AL COASAIEED 10
BEEL &)
LB I KE X 2%, KR BRI B 32 5
AR B E TR ATRE 0
. YA 5
A B TR 0
45mPLl EOBT, #iEER (FFT- STRHEERS) O HoF IXHe 7 15
s 45mll LSBT, BTEROEREE T 10
BATRREDG A R 12T 45SmLl OB EREE 5
EEEDIT 0
H YL, B0 o Hof IR b0 10
B L N E T RA TS S 5
NS 0
ASL, ¥, 77 A7 — BEROEMEE T 10
HREZ AT B, BEHERYZRIRERI N, B L BT T TS 5
RN
REET 2L 5l ALEEO B G FTHE 10
Pz ha—L LEITHREEDY | il LDV N IR BT EL ST 5
RN 0
KA, IURSRO BRI\ T AE 10
PefR= bl LEIHEEDD  URBO BTN B EES 2 EL G 5
ST 0
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%< 2. MRC Scale

5 A

EaN

IIATIT

g
iz

PE{EEE

PO 7 A TEEES —FL EH -7

I
EITO 7 B NI AL

IR AE

FWIZREEL TSI T — T VALEZE L TN

HERZ I CETODDENITREET S

ML DA

EovIN)

il

ERva

N

BB DNTE ST B

ERvA

'BH

ARRE ST IR S/ B SR (R 1 TR HTE e

S8 CHE T RTRE (W F O fEpRIED A M7 )

Ehva

B

&Y, JEDHTEH TER

JEAHZ LIXTEDN, BENINMBIZE T2 (NIZEA0 8, #c a8z fb )

ERva

RHE

2B

| m

13H DD B RE

o
BOE 0|k

HEEL L DR

NimiolMimrico|lMimiolmimiol—mrio|limricol—mico|l—iocll

ENZL > TUIZTEZT 208, B EEC R E Y22 RO 728 350 L
T R A e = TR AL AR 5

w

B OGRS ] RE

LR K OBREA~DIIA

JEPHOIRBUZBR OS2 B EDFEEAFE - TV VR

FLW AL K> TOD R EFEIRL CODIEBR D B 50>, B ORI R
DUNTNDED, BILWERZ R L TOBTEIREAR

HLVIRI AR CETCWAN, EICREBICREENHD

FEEITEE), Z<BEOLOENAHD

by L R REARE D RE )

H iy 7RO R EAR IR AE /71342700

W TR RE I 3 DL THIE->TWD

BER=RY e

1H B8R RO M8 2 TEn

VHERG AT, SRS UTE AR R 5283 TED

—_— O | = O | Wi

SCHR

1. Mabhoney 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.

neurological status scale: a new tool for evaluation of disease severity and progression. Acta Neurol Scand 2011; 124:368-

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

2.

Brain 2013; 136:1116-1127.
3.

374.
4.

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:

Cohen OS, Prohovnik I, Korczyn AD, Ephraty L, Nitsan Z, Tsabari R, et al. The Creutzfeldt-Jakob disease (CJD)

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




CQ5 . FVA L IRDIGHE

CQ 5-1. ZUAAIFRIZE DIDNTIBEL F 902

(=]

o TVFUREDARET, ERBEOETIFIOHRIEASN LD BFHFELEL, ThETIC
THON-EbRHRDERKRFEBRDER CHLEALHEEMMEIFEIBAS N TLVELY,

o  CMEFETICEHREREBRITONEZERIZOVT. OTLELFUL HohGEHRIFRBOHLNT
BATERAZRTCRERFETATH S, QFF 7 E ALHLGENEIHEREINTEST .
AFREREZEDHBENE A of, QRF I H (VUL o EFEHE RSN TEST . B
RIZBTHEARRIEE REMRBTATH D, DRV RISV T—ME BohGH
DERHERSNTEL T NENFHRIZEED-ONBHFREEL., RSN,

i3]
TVAIROIERBAFEE LT, BRMIETIE, OIEF R 7V A H (cellular prion protein: PrP¢) 7>5
HRIZ VA [ (scrapie prion protein: PrPS%) ~DOIE R DA, @PrPSe O/ izt . Ol Ia A
P72 E 22— FE LT R AN DB S ED b TETZ,

TNVENNT AL, FARAEERITER 3 2IEA A A N R K T, NMDA S BRI 21EHAZA L.
137 4 B P 458 3 2 3 A T D, 28 BilD7 v A7 2 )L kY27 §5 (Creutzfeldt-Jakob disease, CJD)
FIZxL, “HERT 7R ekt BB M T, IRIEEEIZIT 300~400mg/ H 3 & H-sinv- 1 77
BARBEIZLEEZ L T, Alzheimer's Disease Assessment Scale-cognitive subscale O it CezEZh R H LI
T2y, AFHIRIZIZR RS D720 T,

FF VAL = TVTHLLU TR S, FEBRAYITIT PrPC 3D PrPSe ~D I &l E T 2R H5
AU, MR AKBE P &t 5384 ThD, HART 31 o7V AR EBEIZIEERRERA T, 300 mg/
H Ot A HDWNTREE G- T, —IOIEGZ G- —BIEOMRNHLNIZL DD ZL DREFI TR
REfEANHHELIL 2, F72, JEITT 107 FloT VA FEFEIC 300mg/ A 2559 BRI 72 THi
oo CHRA ML E o T3 A IRNICE R RS 7o o7z 3, ST, KENTT 54 0 sporadic
CID BBAHIZXTL 300mg/ H Oit A #5252 2 1 A WAT) “H BT 7 2R MBS BEBRAM T2, 4
FHIMITSCE L eh o7z 4,

RELAATVANL, TRTF ATV RBUEWE T, PP L& L7 T T —BIC LD AR D 1F
HEHT 25, 12110 CID BEEEAELIZ, KX A2 100mg/ H NIRRT 2REE 7 TR RBEC 00T
“HEMRT TR RGBT O BRI oo AR B AT ALV
o7, ¥z, sporadic CID FBHF D 12 FllTxt+ 2 " HEMR T 7 BAR L, 88 B34 @It &
T, 100 > FH] sporadic CID BEFIZxIL, RF¥FTH A7V 100mg/ H ZNAR T DRELIENIRERIZ A T75
el EBR M T 6, fE R, Adjusted hazard ratio = 0.633 LT N AEGFHRNERE LD A TH-
72

NN T 2= NI SO SUUARDIER 3 DY | RIS B BEI R OTRFRICH NG
AVTETZ, L, ZVA RISk DR A EL T, Mg BE T 2 L7eu 2D | IS NI EL
1T =T IVINbRR 53 2 ETIThbivz, AART I BIOT VA AREE T L, MENEG-MT
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D, BHNZBWTEIAETFNALITD, BERERIE 2 R LTIERN IO o7 7, F- Bizk
WU RV T 2 — N B LT 7V A R B O I OIE R DS RIB SV CWA, T4
FRHECTEDMNEIDNIFEIA S TR 82,
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1. TV AR DIRE DGR

EEE Mm% AAGE FEBIEK HERTHA > R ik
Germany Flupirtine JILEILTF Y 28 TR LML_EER FAEEDSE, EFHMICITHRELL Otto M et al. 2004
Japan Quinacrine *¥FroUv 31 FEERRR., -7 IR FEERL (LI 5. 2003
United Kingdom 107 JEERRER, BERITHER BEERL Collonge J et al. 2009
United State 54 ZEER. 77 R ERR BREHRL Geschwind MD et al. 2013
Italy / France Doxycycline NS 7 ) 121 IV ELMZEER, 77 AR BEAR BERERL Haik S et al. 2014
Germany 100 TEER A+ AT IR EFHE AR, Hazard ratio = 0.63 Varges D et al. 2017
United Kingdom Pentosane polysulfate =~ _¥ rHViRUHBILT 2 — b 7 F—TvIRL EFHRER Bone | et al. 2008
Japan 11 F=Tr IR EFHRER Tsuboi Y et al. 2009
United Kingdom 5 F—T 5N SFHRER Newman PK et al. 2014
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SRR

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.

WHEER, FEERER, PRAEEDS. 70y 7oLk -YaZ i Ic B oH~T V7 I, )70, F=—RIGROX)
REFWERICET DI, R BE BB mliBh &, B a7 o V- a7 iIERIE OB T2
BIFSE. SR 15 4 BER R IF S0 5 5. 2003, ppll-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.
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CQ 5-2. VA RO X EHERIEIIE DI D RHVF T 2

(=125 ]
o TUFURDABRETHRMNIEAINILDOREFELGVDIIHEELLTESAI/A—XRHD
NIRRT D TANAITHLTIE, NILTOBEOCLAFSEAL, FO0FE/N\LGEANEREN
%o Fl=. BOEMAE#LL--158F BEFELGEICIOTRERBRENTHOND,

[fi#s ]

FVA AR ORE T UNZUILERO HIF 70— XA L TL, St B 728 O R RN A58 D B B
O, IR EL CTREMEIA 70— XRTH 2 IV T afpeL RFTv X A G  RE TR
G —XADWIFITAH G727 aF B RAME SV TOD BRI OWTORRE/RR =Y T L AT

1

JEARDETUR D BRSN8G50 1T, BReREE R E I TREREIMTONAIENRZ L,
L, Afa T a0V T2 R T o A3 2,

SRR

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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CQ 6. 7VAIRD B - FIRITK T 5 LB A 35

Q:6-1 FUA VRO W EZ T T BB ROF D AR DRA L NI AT D

[(E@%]
TVAVRFBATIZEYERDETOREFRLGINEE (THEMN - F AN -HEWEER/ER
By 5. EREOEDODYNEETHS.

F.TVAVBEDEZBORELBE DRI TREDENELO>TINKIEEZZITANLNT  ERMNE
BITETL, FRHBKELLGS=OTVFUREICEH LD HLFEMM ., SHRBFITEIYED
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