TV FAIREZIETA T4 2 2017

JEAIT B AR e R A B & BRI BB BORMIE S5 (IR YRR B BORIITE $2€)
7 F N M OV T A L R RYE I B3 S SR AT SR EE

L1 AV S U N ¢ I S

JZAE T AT BOHEE R A A EHA R B EORMT R R (R MR B BORIT TR S 2E)
TV A AFDY—_A T R L JERGET P B 5 AT TEBE

MFEERE K B & F



Wt 1

TVAVBERVERME VAW RABREEICET SHAEHEM

W TEE SRR E SRR SR = R AL - AR e (RN RLT)
(Z V) F o H5RE]

K e ENCAEA - RRERAT R v X —

B E BALRFPRFRLE SRR AL o B

N T R B RFRERAEDE R F R

P B80T RIRKFERFEBLE &R A IR YL 55 7 BT 755 B

Ve REHL 5 FERKFER IR AL AITE @S MRI 26 - i e 5T
TR HEN  HERUORSERAR RS R

AEE O EEER KN E RS AT

B B SEERKFEERERYE VX —MRNE - b R

PR R AR MR R E AR R R R E

=g B ARKTMHE R B R R

(SSPE 43 F}43)

MR St
RIS
R B —
BA AT
] B
HK 1A%
WA R
W EIE

(0 VALY NS SV SHIVINAR R & 3

HI R R R 2 R FE R N R 225 B

i P E PN SIS SHINAY S R 3

REA K 2 - B B I o e/ VA

FO KRR ZR E TR FER N

] | K52 K 2 e R o S S e R 38 e RN R
KB SRR B EE R 2 —/ N AR
ENLIRGEN FEAT R e v 7 —

(PML 43 Ft£2)

Pafk B

=W A

[E TSGR EMFITHT O A /L A —ER
U N B0 A 7 o A A R PN R

RP-I BT HOERREERM - 4 - A 3R v 7 — NSRS B

=N BN P R B RN R

BT S BIRERKRFAREAS:

A R ENTREYENT T AT L B R D =

(PML 3 Fh4s)

2 R BRERER KR BLE R AR
MR RE S (RN AL ) B

s B [ENTEYSRE AT T BT G B 5 DY =

FHE BT HKRSYIAHEBEAPRRNE

B s At R NERILERYYE U Y —F ' v X — 4 1R RE - 2R

R Fnfl Ak KRB A e 55 B ) B

UATERS —  F07 T BB (R AT 72 T S G

JEOH S R R KRR R e SRR A S0 B R 1 2 0 B

iE —E ENEYYEMIERT D A VA

TR 45— WmEERRKEREGERE X —RNE

G Foth

(] 375 Be i 122 90 B Ak P

— i— (EiEhi 2016.9)



Wt 14

TVA VRO —AA SR EREFIHICET 2REHERU

AKE P ENCRR - R ER S o Z —

WHE IR SRR E IR TR = 7R M - FRR AR (PR ELF)

PRE IEN R TR FBTE 7 R SRR AR o R

AR 2 HAERFRFBTE TR FERHH e 70 B

HAr 4F—  BIRERRFHURER & o Z — AR A

B R7E ESREEEREE LR S A B

Ml e HEEE R R FE R o X — WS AR R BRI SE T — A

Ve et RIFRFRFPLERESRESHER Y Y T —2 a B E
HEEE Y NEY T —2 3 V%

JRH HES R KA AL F WA o AR I R 0y B

K —8 AARERRFERE IR Reo B

e SUHE EEEANES B SRR ERE L

HA EE HEIEKRFERERLE SRR R R N F

VEiE BEE IR RTINS ET AR N L

M s BUR LR FM R RGN EL - IMaE R RS

R B G RRF KPR PR ERARRNE - BEFL 5

Y2H FH KIRKRFZRFBEE PR RN Y CEARkK 27 4R ~)

HH HEE KRR RFRLE TR FERRE R E = (— Rk 26 4F)

FIER  RE B LR RFBLE 3R S R R N R 7

I Lz JUNKRF KPP E PR RN B 5

T M KRR RFBE Lorit 2o R B an et 17 S BUW) 8 A 73l e
R o A= iy T 22 RE e

BE R/ WEBEADZIFRET

ZH —RK IERRFPRFES RIS E R G R EE S Y T

=fF R HRERERRF R E & PSRRI R R R (RN EF )

BAR A [ESCRE R AR IE T v F — BT

HAESEF EMCHEZ )=y

TVAUREERAAES4 22017 PEELE—F

iRy o EERR N E A R e AT
EfE it RIBRZFRFBEE W AR AIER ) e Y 7 — 2 g R

EEEE )Y T —va vyl
=k R HURERL A TR EBEE R S AP SRR AR RE T (RN R )
A Bz HAERFR PG E FR 0 SR RE AR G i
A B RKFEMER RN
M 5Lz TUNRFRZBEE A FE B e N A
PR R B RPEZEARENR =
HAE % FMC 27 U =v 72
K JE ENCR - ARREERIEIE Y v 2 —
W IR SRKFPE SRR IR R ML - fRRIET: (FhEENFLE)

— ii— (EE/R 2016.9)



H X

TVAIERVERE DA NN RREEICET HFEHEHE - i

TNFUHEDY—RA SR EBETFHICET ZREHEI i

TIVAUREBRAA LS4 2017 REBRLF—F - i
jj,r I~54 >1’EE‘Z®EE"]&$I§ ................................... 1
TUAUREE? TV REESBRTBM? 4
?JI(%'ISE?"'J T)fﬁ ............................................. 8
a. *E%ER', ................................................... 8
b_ Egly_ﬁ'ﬁ ................................................... 12
iﬁ{iﬂzj"l} j—p;ﬁ ............................................... 17
a. *E{ER" ................................................... 17
b_ Eg&ﬁ ................................................... 20
3%{%!|$j°l} T)fﬁ ............................................... 25
a. *E%ER', ................................................... 25
b_ Eg&ﬁ ................................................... 28
jl}z‘-‘/;ﬁwiﬁ e I I 39
j"l) FIRDBER - 35
TUARDEE - RIECHT DOBUERMZTIE - 37
jl}j—p;"ﬁ@ﬁg%$% ........................................... 41
E&,/\gﬁja% ....................................................... 49

H}%EE ......................................................... 44






I. A4 FS4 ERDBRERE

1. XAARSA4 VEBRDBER

JE A G R AR S B AR B & VA PER B BURME PR 33 (MR MR B BURIF I ) - T A
r&UL%ﬁW’/mﬂmﬁ CRET LA | 3 L OV A G AT B e HE TR A T A Al B

PER (8 BUR B8 3 (ETE YRR B BURFZE S 3E) - [ VA IR DY — _ AT AL &Y T 8512 B
Ténﬁﬁﬁﬂ' BEJE, VA IR O R AT | BRIR R B - R TR - R AR R DL A
wFsEL, R W A T RRIC T o Wi~ — I — O W B N BRI ~ — U — - EEE R E | f i
TRIRPR T YR T HIESE O T U RBRENL L, TINOE B EZ TR ATARTA L SO Ge TBETA
RIAELER T DL AT, TV IROZIEE, TR SR~ 7RI E BT 228 2 m
ELTWB,

T VA AFITHEI T CEIER AR MR R TH D, T, HERAESCMBE MR ESICEIE 7Y
AR OB EAT T E LEH L TETZ, EhO T VA RO —ERITE YR A 7 VA S e b DV T E)
MDHABTE T HZLICL S TRIET DD T, ZVAIRO Efe /e R WNT EE D0 2 IEY: T8 D

WCHEETHD, 1BPFICEL TLBLRE R TIIA ME DML LT IR RIE LRV s FEEERFIE Tl
Bk 2 TGRSR D L &, A % O BRIRERBR IS AT 72 B A3 e R L T,

ZDITVFANRBIRITART AL 2017 1E T VA2 e B E L — % E R S ERR 5%
DTHDH, REOZW B L OIEFRICE TOITARTAL N K T5Z 81280 AED B ICZWr i,
BENIV R 22 B T DN TEXHM S BI 2 52 LIRS ILD,

2. KAA R4 ERDIERE LA E

KHARTA AT T VA IH M QBT AV AR YIE BT 2P BN TRHE LT 7V A /DY —
NAT ALY T P T 2SR BE ) O M BE DN A K FE | WFFE o A ISR ) E AR
TYER LT [HE B4 & (i~iX—U2 ) ), BERREROREEL T, £5, 7UA R BELRIEIC
KD VA NE BFR BT EAE &5 (R 26 4 7 H 7 B Jeju, Korea) (Z2C, [ UAI{BIFEHTART A
2014) 2 HGET L, TFVAIRBIRATART AL 2017 ) ZAERL T D22 E LT, RIT, AL 26 4F B i Ajf
U RO ME S CER 27 4 1 A 19 B, B ROMIEE ST, [TUVAIRBREIART
A2 2017 ) DRERL, TARTGAAERRD FERLTFINA JRREEH Y FH | fRE D T #H5) IZ OV THEARD
IRREE G, EOBEHART AT, BHRIRIMIC IR SSEEE S EE G2 ENRDENT
BONTVL ARZIEATART AL 2017 )121%, Friz il F VAR OEREE DI OB B A Mx 5288
L7z, D%, ML G R OfRET B S CHBA AT H LR OmEEELTTo -, BRI A
RIA L DVER T 1 FNEILLL T DY TH D,

(1) RNEBEAAFFAVOBREREREIBLE

I. A4 RSA OB EAE (LBAEC / KEXHF)
0. JUFAVRER?TIVF U REESBET SN ? (WBELC/ KERHF)
M. MEETIVF K
a. HiER (B 1)
b. W (E@kzt)
V. BT UF R
a. BEER OKZFEZEF)
b. Z#r (=&X)
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V. BEETVAUE
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b. 2 (EA %)

TIVFROEEENE (FHihZ)
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WES (MRMEHR)

X XREES

(2) *ERFIR

1) JREHEA L TR R LD R L7,

2) WHZEEEHE I, TR TORMmAEELD T ENE Mt 7E R E 2B IC R RAREL ., B A
wRDT,

3) WFFEBEE R IL, WEONE A2 RMERER (TEMN L, FIROBRE - dET 2R EH LT,

4) WRZEBESEES ML B ELEEMEZ LD T 2 et e RRE R B IR R B L, B,
HRERDT,

5) WHIEHEHES L, P, FEONICE R RPER (B L, R O UGET 2RI,

6) WFFRPEHEH R, TN TOBEREZ ELD (HEMR) . BEMREZR—L = TABRL, W
JEBERALRE | B2 ThD A AR R B IO AR IYE ¥ 2 E KBEAIK THD
YaAZIHY R =Ry NI =00 SHIZEANT Dy 73 e R D, LD SN ER
I MA TS DETERIRE T D,

) FERRLIZTARTA L 2 AR M O = D= TR %,

Q) XMBREBEZFITOLEEFHT —IR—REREBNREAM
Medline Z AV T 2015 4 3 A 31 H £ TO XD HR ST,
3. KXAA RSAVIZHERATBAIETUARALRN), #ESFL—FK

g/\‘féfﬁ/ﬂ\‘\?%‘/“@ T IBEOEICEBWT, FlZ 3 TMinds ZEITARTIALMER~==2T /L Ver.
1.12014.0723) ' It LA F U AL L HESE S L — R & 35,

HEDBRSDEEHA A
HEDRSI ) RHERTD
HEDRSI2]:5<HRITLRETD)
(HEREDRSIZL ) BREGHENTERL)

HREREDEOHD. TIFNLERDIET U ADES

A(58) : PMROHFEMBEIERFEELHD
B(d): NROHUEEMBEICHFEDHEELHD
C(59): MNROHEEMEISH T HHEEEREMNTHS

D(ETHELY): MROEEEMFEAEEETELGN
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HREXDEEEH AL E

NBEPICHLTERIETISLEHETH(A)

= (BRUMVHELE BUMBRRLIZE D)
2)BEPICHLTAERIZTICLEEMHTETHET S (20)

= (FBUVHELE, SFULMRRLIZE D)
NBEPICHLTARIZITHLGNIEEHRET S (2D)

= (BUVHELE, ETHEHBLMBRIZE D)
4)BEPICHLTAERIZITHRVNIEERMHEETH(1B)

= (RVVEE, hEEORMLIZE D)

4 KHA PS54 e EOBER &EZDXIG

(1) RIEBRZENDOBRE - BEORIELMZDONT
RIRZ RN DORE - IBIFRICOWVWTHHTARTANIED  RRZFE TROLIN T2 WEEIT, I
RELTENEBHARTDHENY FEta LTz,

(2) BEERBIVHBHRDEBEIZDNT

RAARTGA ANERR O E G VFIIANFEIE AT ST B A IR AT SRR B &2 8D, ATAR
TANERUZHEF LI FEARER | WFIE 0 408 (IR AR BB 2 A 2 T 7o, |E 3~ &R
IR D o7,

3CHk/URL

Lo hAEA, & EHER () Minds 257 A K7 A UER~ =271 Ver.1.1. (2014.0723) A MEHEAN B A
=R RT AR AE EBM =15 3. 2014,
(http://minds4.jeghc.or.jp/minds/guideline/pdf/manual_all_1.1.pdf)
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OI. JUXURER?TIFUREESZETLHM?

[(H<1)—]

o TUAURIEFBRERFITIVAVICEDIAREBRELET, ETHECTHRRENLEHBESERED—
HThHD,

o TUALDREEITEER DT A2 ZEH (cellular prion protein: PrP®) M ILAEEMNTILLTEL
BREREBDEET) A EH(Scrapie PrP: PrP) &SN TILVS,

e EFDTUFURHIFF 1 A100 BAN-FDOREERT, (DM Creutzfeldt-Jakob 7
( Creutzfeldt-Jakob disease: CJD ) ( & TH). QETH[EEH®E CID.
Gerstmann-Striussler-Scheinker J& (Gerstmann—Straussler-Scheinker: GSS) . BU3E 4 R & 14 A
ARJE (fatal familial insomnia: FFI) J(PrP BIZFEEICL D). ) EFE[EIRTE CID ((HEIREHE
#% CJD (dura mater graft associated CJD: dCJD) 7% &) . Z£EH! CJD (variant CJD: vCJD) ) (F
JAUADREIZKD) ICHFEINDS,

o CJD BEIGIF R REITHED MR - FAHERRAME. SAVO—XX BEMEELE)EZRT

M, LERMBRRETHEDOFABFEHLLICEET S,

RARREEITE ER - XIFRBR. 772113 HRMENCRBERIBERZTHENTESD,

(X x]
(1] FuAtomeE-
1. FVFUHEOBME

TUAUIRITIEYE IR -7V A (prion) (2 K BIE Y ME TEIEA IR A MR B O —BETH D, R
A 72958 BRAR D> D An 22 ME VAR IR M JE (transmissible spongiform encephalopathies: TSE) &4 M (X415, 7
VA ARIIFEOREL B2 TRIE T2 NBRILBRIYETH L (R -1), VAU IIE FEOEFEAE T
H% PrP OREENEALLTERE T VAV EBZDOLDOTHY, ZHUCLD T VA IR (V4
R IZ SO ICL > TR TN TEE

PrPC i3, %5 20 e ta ik LIZHHEIG T b o< b, BICHARMR R T, D BITV SRR TR
LTEY, 777 — B TR IO RVVE A ThD, PrPC I 253 TI/BMOR) T FRELTHE
EEI IO 22 TIWE (L7 F AT FR) BFHFRIFICERES IV, SHIZRERTE I 230 FRHE DA E
\Z GPL 7> =S5, 181 KON 197 F& I IIHES NN TH D, 5 51~91 FRILORIZ 8 72
VR D ARG IMFAET D, — 7. Z VAL TlE, PrPC 37 ms 7 — PG DY o B
VA BB PrPYACZE bL PN TR AT A 5 5 LI SE 95 %, PrP 75 PrP% ~DZ #ii3 PrP D37
RAEE DI L EZSLNTHY (B o —MEEITE T LI1T/05) . FUA R H Sk D PrPSe L
L7=15 EHIF D PrPC 13, PrP5° 85T LT PrPY ICHEE T 2L D e E 2 H TV,

PrP% DREE DB T VA R OFFE DENZE 55, PrP @5 FD%M (2 129, 219) 137
VA 958 DI BES HEROIR R, 2 BB AR ME T VA IR IR EL TV D,

((IRES |
#7077 —BICK LT A RIEZ M2 T IR B 22 IS8 M 77V A 95 D — BE 23 "variably  protease-sensitive
prionopathy" (VPSPr) &L CIEA#H & E4 T 5 (Zou WQ, et al. Ann Neurol 2010; 68:162-172 1%7>)
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RI-1. TVA VROHE

7RO i E

A BWIDT Y A
A7 LA E— (scrapie) LYY, ¥
7 R IME (bovine spongiform encephalopathy: BSE) /AN d
12 PEV£EH (chronic wasting disease: CWD) D
2RI A =
fRYME S v 7 MAE N4
[ESIR

B. £ hDOF U A 95 =N

Frdg e %% M4 Creutzfeldt-Jakobd% (CID)
"Variably protease-sensitive prionopathy" (VPSPr)*
BisE FEKBEPECID
Gerstmann-Striussler-Scheinker/i (GSS)
B F AR IRAE (fatal familial insomnia: FFI)
BEHMEPIPT I m A R Rk
2 —b— (kuru)
EJRMECID (RERRE AR, T AR, AN, TR B
Bo B FARTIE 2>, 42 SUCID T i i)
% $CID (variant CID: vCID)

3
£l
=3

2. ErDTIF IR

RO T VA IR ITORFFEME 3 CID]* U R ARB) | @& &M (PrP 15 A2 RICRI ) | @)%
FME (FVA o ~DIRFE LT DRI ED) TR S (R 1-1),

FUAFEORIERIT, A 100 5 ABHTZVEMITIZIATHS 2 bREOY—_AFR2BT5
L OB L TIL, AR CID 76.6%. BaPE7 VA IR 19.7%, EATET VAL IH 3.5%DIATH-
72X T -1), DASEOREFMEZVA T vCID 1 62 ZFRX, 9~<T dCID THY, dCID 131 E D
BICEDBEERITDE 149 61 TH S (2015 45 2 ABAE) , RO KRGO EEF -2 1TR-T,

O-1. CIDH—ARASUREEL (1999 F 4 A ~2015 % 2 B) CRIESINT-
TR 2499 HIDIFE 48

[Hn]

TR, PrP BARF Y163X ZERAFE M B AR - R HRERE S 2 M EL TRIEL , RIS AYEL 2L,
LRI PrP TInAR I EEZRBD LG M PrP 7InAR— 3V ADOF RN HEEI 72 (Mead S, et al. N Engl J Med
2013; 369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20:¢67-69 1E7%>)
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RI-2. ErDTIVFVREOFEOBE GEHEIEREOEFDEELZSR)

(1) #MF&: CID (sporadic CID) :
JRE AR OFEFMEDO T VA PG, IFEYE CID OMAIGI, FRABERE R 3 | BT RGH, LI B % % %
JiE SHICHERES « HEMRAM IR, A4 0 — XA 8 O RRE M RE BN BB ICHETTL, ‘) 3~4 MAT
T MM S 1D, — 5 C. IR R A AT A s I MBI TEAE T2, R DE WL, PrP B AR T
aRy 129 2T a7 7 —BIPUHE TR E PrP OB WICBIEL TV 5, T4, a7 7 —BICHEx st
TR PrP A AR E T HIEHMAG O —#E (VPSP b S SN T D (HIE*S ),

(2) #ix T$7 Y49 (genetic prion diseases)
BIRPET VAL PP BEFOERITGERL, Z2HOERPMONTND, BISTERITE Ye @R B3
B THOLN, BEMNRERMEKERZA L TCOTHRAET T, BEMICITZE R NS 2720
MAEFN L TRFBSNDIEREDH D, EROFFICZLY, HLERIEIT B R TIZ PrP 7InAREEZ A T
HDLGSSHHAL] ., CID DR BRA 7~ TH D [CID ! (G451 CID) 1, BAEME e AR HRSE (FFD)
ZNLSMIKRBIEND, ITAE, EH M PrP 73/ — AORMNHES - JHE*S ),

(3) 1757V A9 (environmentally acquired prion diseases) :
BT UA U RIE, TVA R BEINENE RS THZEICL > TRIET 5, 2075§“C“§§“ELT11\66§3
JERAE % CID (ACID) 1Z, FVANCIE Y SNz M AR | SRR I DAl 12 k5, 2 R CID (vCID) |
T DT VA IHTHDHY HERIRIKEE (BSE) O 7' VA NG QS8 fnh %@{ET*#%K%MTL%
DE D vCID Bl E A PIZ BSE FUANTIHEYRL TODYIRZ DD R ~OREREZHL TV,

[2] TVAUREESIZETEMN?

BII-2 ([Z2Wr~DEfa T, BUREEZ R b7 VA IR D Rl REME A 58H) Z L2 W D 5 —
HTChD, SIREITMEOFRENER E OFRE R HEMEZ 3 CID ARG LISMT, ELHIRRIR 2R LT
Zoor g I MALGE 2380 | SRR R O R ZE PEIR O B TIX AU A IR 2RI W I AN D, S5IC,
ERE72 IR (FEIRIE R EE | JEMLIRESE) o2 | A (I . MRI, I F#E IR~ — 27— PrP {5 1)
AT RIC k> T R BERAN L, VA RO 22 k45,

fﬁﬁ#mfﬁﬁﬁéﬁﬁﬁﬂéhﬂﬁxa’awﬁ% F7a< RHER - RIS T H N EE THD,
BILE, PP D4y TR REE MR E LTI IED AR 1 Th D,

FEMIT AR OZ W SRR O A S RS2,

0I-2. FIVARBE~DER .

CJD: Creutzfeldt—-Jakob %& . GSS: Gerstmann—Straussler—Scheinker J&. FFI: RIEEHEERIRLE.
RT-QUIC $%: real-time quaking—induced conversion % (B ET)A U EADEIBICLZERERHX)

— 6 - (WERK 2016.9)




(8] TUAURDBEE -RiEXiE. 2EXIE

T VAR E IR BIGRAT TE F G RIRBTIRE SN TRY ERB K EZTHIENTED,
BRI AR — L=V Z—0 HP 121E, Efﬁ%%ﬁi%/fz’\.&)\ — M AT Mo OV SR AE 3 ) T 1R
NHEHEN TS Y

YaZ YR — R b —27 0 HP [CBH F B RSB SLTND

WHIEBE :t7)ﬁ/f@*ﬁ‘~/\4’7/?<%'§é’@LT7°UZL‘/F0)§A‘¢F§§T)}2%??0“@\5 CID H#—~o
TUAFBREMU T CID h— ATV A% B0 A T BE DY E D 5% KB IR D CID 4524 B 1 =
B RDRIE (B AL G L) 22T HIENTED b SHICRERLFIRICKT 2L O K BT
STN5 S,

VA IRILE 5 BURGYEIZIE E SN TRY, EMIEZ2WE 7 B INICRAERT IR H 5T E A3 3%
BT TS (i 2 :
http://www.mhlw.go jp/bunya/kenkou/kekkaku—kansenshou11/pdf/01—05—05 pdf) . 28, ZVA L IHEOIE
7Rz, FEAR B ORI T BRI, IR KRB AN HE TH D, 7 VA IR e fl
DOHE HIZHOWTIXEA @A @ﬁnﬂi@i?ﬁﬂ&i Foi, £z, BE AR T VA IR E
BIOFRD TEIRW GGG 7 VA IR E GRS T AU AT BE 2R Fi 5 (S DWW CHFFEBEIC R W&o
MARECTH D (RWVE 5 VA — AT A DGR T b5 2B - 2 A i 20 BE 055 )R
HP : http://prion.umin.jp/index.html) ,

X @ik~ URL

1.  Colby DW, Prusiner 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, HFEE#R B2 — BS—22—(hitp://www.nanbyou.or.jp/) :
TUAIR (1) 7aAY7x)vh-Ya 795 (CID) (http://www.nanbyou.or.jp/entry/80), (2) 7 /VAR~<> « AhEA AT
— ¥ x A 71— % (GSS) (http://www.nanbyou.or.jp/entry/88) . (3) E 3E 1 F jE Mt & IR JE ( FFI)
(http://www.nanbyou.or.jp/entry/51)

5. YaTH AR —b Ry "YU —Z(http://www.cjdnet.jp/)

6. JEATEF AR B @ R PR R BRI IS I T TV A K DR A L R GE (2 B9 5 A
FEHE - [T VA AF DY — AT AL &Y T 1512 B8 9230 A& AF 98 BE J (http:/prion.umin.jp/index.html)
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M. MFET)H4 %R

(V3

a. Bt

anh

(<1 —]

o MEMTVAVRIEAENTABEOLVHEREETHY. EFM 100 AAIZ T ABELNFEET D,

o 60 mMARICHL MBI MICHALHLGELEL,

e Creutzfeldt-Jakob ¥& (Creutzfeldt-Jakob disease: CJD) H & | TIX 2R ICHE T I HERENMEBERE
FICMA . RMEEE. PRI, EERE/S#EANBER. SAIV0—-XXZEL. By ALURICE
BMHEEICES,

o iR £ D HA 1% R EA4E 1B (periodic synchronous discharge: PSD) . BE#} MRI #i 7R 5% 5R B 4%
(diffusion weighted image: DWI) TOXKKNEE-EERKOEES. KEHERPOLRIVELI®
14-3-3 EHDBENZHDSELLLN . SEREMNGERKEREE T HESI TILERKZ B A
R#LGHZEELH 5.

e 7)ZA 2 EH (prion protein: PrP) AR 129 R ELTOTF7—E I PrP DT RA T Oy ME
WHEREHAEOLEIPEIERZBOREMRLIHGL. MMT B ASHHEBTERRRE
HRZE9 %,

(X x]

DO INFE M 7 VA X IR CID 3 & O VPSPr (variably protease-sensitive prionopathy) T&HY .,
BN IR BEIE DI WEBENE R R CTHh D, MFEME CID IZErD T VA 95 DR 8 El% 56, PrP Eis 1
(228 B T720, 1] 100 0 ANIC 1 ARREDSRIEL | FIERIT A RAITTE—EL TWD, £<IE 50
kLl ETRIEL 60 ik R TORIED LV, 80K LA L TORIES DAL D, KHE 73 DAEFI 1T HL 1) 2
PEFIEL | #or A LIS PEIE S IC 8%, A PREEEEHE (World Health Organization: WHO)D 2 7
FAENR I FAYC OB (RIT-1) " 2 A FE OB L YES TS HEILL TWA °, FEEIR A 72 5 FRE K
2T HREG TR Z W AR EERS ALY Y HeEZ NI CIRE R R RN LATHS 2,
LRI RN B ORI T L AR AR R ZEA L SR Y% . 7 VA — 3 2 PrP iR B HIB 7,

7a7 7 —BHEHWE PrP XV = AZ T ay MENTIZEY 1 BLE 2 BT3B D, PrP Bis ks
129 28 (AF A= ZRETRD MM B N 2~TaTRD MV B RUE2RE TR VV i)
EDOMA A DRIV IIFEME CID X MM1, MM2, MV1, MV2, VV1, VV2 ® 6 BLZ 53 ES L, MM2
T3 B R BT LIZ D MM2-F B & MM2-BR A3 1 B A5 (R TMT-2) 6, MM B A3 et 4 2 708
<, MV B E 3L R 722 CID OFG R FE LR ELAT A 245 > 6, MM2-BUE A IERAE 2 H IR
ETDIRIRMEST I OFR I 2 B2 L. MM2-1 FR B AR PR 28 M i S0 PR 1 B S84 R AR AE & R 1 AL D 7
HARNZ56f i T~ %, MV2 B3 FIE R CHRIE LR 2 BT 5, R TIXVV2 B IO THiCTh
V. VV1 IO T2 > 7, VPSPr (ZAFS TIEMER STV,

MM CID OEFARREEIT 3 WD, 3 1 BB EK, 50205 O FN JEEHEOIK T,
R EE 05 MM EOIEFFRAPER D DI, 5 2 BNITR AR F N S I EITL ., $ER
B/ HE RSN R . AT e — XA BLT 5, AR AT L CIEE S O TUHE | JE I R o B, /s
MO R, CAR=T IKHUE ., RS SENROOND, 3 WNCITEEEES L0 bR
B B AR A T D, AR TITA I 1 FELL EAFT 20, MEMWERSICEHLETO
R LR & D 721 E 72 FRAE S O L B AR I I AT DD RHE BB IC K a5 TR M
LT HEEZLNTND S,

— 8- (|EhK 2016.9)




F=II-1. I3 Creutzfeldt—Jakob fE M S W H #

L PEME VBTV D 2 H 4 (Masters 5 1)

A. eI (definite)
R ZR IR BT L, E73Y = A T ay MR E Y BE CTIMIC R VA B B A,
B. 1FITHESEH] (probable)
JHELET RIS LR 1-3 & 727
1. RO ET MR AE
2. RO 4THHE Y 2 THH LA &9,
a. IF 7 —XA
b. R 213/ M E R
. BEPREE FI- T8RS BEAE IR
d. E®) S
3. i b TR I R T i R (PSD) 238 80 %,
C. 5%\ 5 (possible)
RO B D 1 2 &7 9203, il E PSD #R<I5A

I $EK M HEvE (WHO 2)

FRROZWEAED C D5V (possible) (IZADHIT, ¥ E PSD 237e<Th ., IMAFHEIR T 14-3-3 A M

SHUES IR R 2S 2 4RI O5A | 12T F2 41 (probable) &5,
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=RI-2.

M F M Creutzfeldt—Jakob ¥ 0D & Y Bl 4%

MM1 B M1 & MM2-§ B & MM2-1R R B! Mv2 B WE vv2
codz:,;?zz Met / Met Met / Val Met / Met Met / Met Met / Val Val / Val Val / Val
Prp £ Type 1 Type 1 Type 2 Type 2 Type 2 Type 1 Type 2
N HHH SAIO—XRE, REREMEAE PR
S ETD S i ) i
LRI 53 5R Heidenhain ! Not established (IMFMEBRFEME R BRAE) K™ Not established Brownwell-Oppenheimer £
S
RR K451l (%) 67.6 2.7 2 9 1 157
IR (%)% 85.3(MM1+2 M 6.7%% & L) 2.7 6.7 40(MM2-RBE+RRED 1.3%5E L) 1.3 0 0
ERERATR
E Pt 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)
288 8) 39 (1-18) 49 (25-9) 15.7 (9-36) 156 (8-24) 171 (5-72) 153 (14-16) 6.5 (3-18)
HERAE CID DIZA. SUREITIHEDRAE. [ TR, FBHERBIEE. EITHED R &K, B R - .
m IR E"E. 7 =m 8 e = = SRIEK THRIE. & 7 #izHy
& R 1% P EITHERHAE 3. B Eprone ET R SRR CHRIE . SRAVE (LR ITHIR
SHHIO—XRD
IR (%) 97 100 67 50 77 67 66
PSD O HIREE (%) 80 714 0 0 77 0 71
RHEHERPD = o, " o P — s =
1433 EE 5% (=1 [T IEE T 5% 13
REFMAR
—IROBERE. ; " i ¢ . - e
N R RETHETHER. *E”T‘&;E;;ggf = V2 LEER. ABEELREROBENRL .  WBGEEHETRROREABL,
= FREFUILLIXEIEREITELMER N ERT-N B ‘ f‘_ JNABIZ Kuru BE IR BN ER (LR =D BRRELERERBICRR
INBRRELFEEAER L
[FEAER VW2 LT BN TS5—H8 TS5—HE BEHEE.
; 3 ] ZHEED: . : 5 s L
Pr iR ¥FIA HRERELE, (BLLFTRE) Bt E o BHTRLYFTZR R E

Parchi et al [6]&Y —EReHZE
Met: methionine. Val: valine, PSD: & £ o B #714E B A4 i E (periodic synchronous discharge) . PrP: 714> & B (prion protein)

* BRHIERKE MEBEMZHEROMFESE CIDT5 HIDEEHT (51&YRE)

_10,

(B 7Ehi 2016. 9)
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b. &2
(42 u—]

o MHEMTIAVIEDLW CTIIEERER -FBICHNZ. BEFRELTEARE -NEHERE K
BRENERATHS,

o MHEMTUFIRDZUTELE (T WHO DR LE " 2A—RMICFIAIA TS,

o E{E1EE TIXTEER MRI HE5 5Y 58 I 18 (diffusion weighted image: DWI) MERATH S,

o NEHWRBRETIINERET D 14-3-3 EALRIVEANERATHY. 14-3-3 EEDOHREN
TIVAVRBHEBEED—DELEHTS,

o fNiRIRE TIXEHAM R A K E (periodic synchronous discharge: PSD) AW MR R THY . 7
DAVRDBEBEED—DELEOTINS,

e MEMTIAVFEDORRE -BHFRYPBICI - TEEARE - HNERERE - HEREOREIXEY
BULITEET D, T MEMTVAURICELULE-ARERENDHY . BN EETHD,

(& x]

RN TV A PRI, Wb 5l A o #AFI (MM, MV 1) & HLA8F] (MM2-F2 5 8 MM2-15
R MV2, VV1, VV2) ® Creutzfeldt-Jakob J% (Creutzfeldt-Jakob disease: CID)IZ43 SN A(FRIL
2, BHAROFE G I DINFME T VAL IE DY T XA T D473 (KIM-1), B 5] & FE BoR
9] C VR B DR R« Fofe DR 0% 08 » A A (10 52 o 3 AR+ U ) DR EE 73 720 L 2 W DR ICHE BT %o

M-1. BAQBBRBIEFHMERTIAROY T2 T E

MM-2EEB RV VV2
1RRE MV2 5%

7%
Q

W O\

MM2-t8 R
9%
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(1) ERERIERK
HARICB T BIMIENE T VA R OERG 2R, BEGERBEHEIZ T VA o272k -
THRARS Y,
1) #EE(MM1, MV1)
SAL G T HEF TR R AR RERE (TN 2, ST — XA T REE /MM A
K37 r AR CEBIES (CES Y Fo M L2 PSD 2215,
2) FEHILGE] (MM2-F B A MM2-fR IR VVL, VV2)
O MM2-F B A MM2-F BRI AT O RGEZR E O @ R B RE P 5 010 DS IR 70 & O FE AR E IR
BETDHHENEL BBETIEORBE R TS, SOITK 12 4E 1L THITHRE, BHES 12
B5, IR MEIL 24.7 # A &6 TEW,
@ MM2-FLA R MM2-FLA AL > 103 RAR [ A pp b | G RE R | R R R 42
EMZ, RIRHIRIE 185 # H L EL, BEH WS ITELRVEFLH D,
@ ZDAh (VVI, VV2) :VVI OHE 1T ThH D, FEARETT M T Hi BRI A Z8 HE (BB L 72wk
ZRL, MR MEOIA 70— XA R4, VV2 XA TE2 R L, SUREIT MR AE
BE¥5, IF I/ —XAX 1/3 TRE, M EI2PSD #2720,

%\%\
N
Q
il
T
RY
op
=
-

(2) BEZ(EBRE. REHBRREE. NERE)
T VA RO EE L Tl R A, IR R A, IR E 2T o5, IR CID

DEATIZRVIRE DKL LR R DD THEET D,

1) B A CIEEEHE MRI DWI A2 WA H CTha(MM-2)"", 7R 5EEEHE(LL7- DWI D%
I HE X FLAIR B % L0 B, BRI L - B T BA R ioB B H0 | ok e R+ 550
EETHD ',

DWI TiL, KK & Gl w1 X E 5B AT) EHEECRE (RIS IR AT 30 ISR B 52 BT 5280
EA

EIm-2. CJD @ MRI & SPECT (R ik > > F) (B ER45I)

CJD (& MRI DWI I(CTRINREICH>THEESHEEEZET 5, WRI DV ICTHELULE-ERZEZET HSRKRMGER L L TERME
FUOhABEITFLNS, —ACDBEHETMRIDN ICTERESERYTHETIHEERERT M. ERIETLVNAZEETIRIDII
ICSTEESETIHETHEREREZTT . KBEREITH - TEHESHHEEET H5E T CID LEREITLVRA EDERIC
IR > F (SPEC) AFERATH %,
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2) BB TIE 14-3-3 B AWM B L EE R O —SLLTMALRA TS %, CID BE D
M BET T D 14-3-3 B ALRA T EADBBIICAED THS 72, Lo, msii * L cIip 74
A7 0T 14-3-3 BMALKRAVE A DR X R225, $7-, CID HAOFE BT 14-3-3 & AR
VR A AR R T E RS B, BRI A [ I BAE VR 2 C CID BRE O A B
DRI T VAL E AR T DL 2P, B oA LR L (RIT-3),

RIM-3. MEETIAIBIZES T5RETERTD 14-3-3 EHE RT-QUIC i%I2K D
BRI )AEOADBERDRE

ERMRE FESLRIRR S #Et
RT-QuiC | 14-3-3 & H RT-QuiC | 14-3-3 & H RT-QuiC | 14-3-3 & H
MEHETVAHREEHR
o 51/56 52/56 58/67 64/67 109/123 116/123
RETE
avko—)L 1/52 23/52 0/51 13/51 1/103 36/103
&&t 91% 93% 87% 96% 89% 94%
- MM 90% 97% 90% 93% 90% 95%
SN 132
MV 88% 82% 88% 100% 88% 95%
vV 100% 100% 92% 100% 95% 100%
HEE 98% 56% 100% 75% 99% 65%

3) JMI KA T Steinhoff & 26 |2 b PSD ORI FE#EA- /R L F80E FRH1IT 45 %M ZR L, Bl
T 90 %N TEZRLI-ZEZHE LT, PSD DHELZIT CID OY 7 24 7w BB Ic k-
TED,

(3) oMnE%E

WHO W £ * (R M-1) LI —m o S RBIT D& Y (R M-4) 24 ' BIE, HAD CID %—
RATUATIE WHO W AR L QD (FRI-1), (B HRAE L O BB A ClimA 0z
(LA T TS 2

FZIM-4. 3—0Oy/\(EuroCJD) [CHITBHIMFEE CUD DA HE (Zerr et al ')

1. HEAT M R AR RE
2. Euur“ﬂk
A IF 77— XA
B. R B UL NI
C. St A IR B2 T 8 (R4 B P 2
D. M=

30 A R R L AR (PSD) 279

4. MRI IR E4 (DWD X FLAIR @i CRIRE -0 I TEIE 5 a0 5,

]ﬂ
paflls

deﬁnite CJD JRAE AR 235N T CID IR 7090 BRET R ARER] 32703, E72130 = A2 7y MED R /% - 1Y
MRAIZ WA R Eb\*ﬁﬁéﬂh%@ M CID Ic— 3 LIzm B g &R o2 L,

probable CJD. JRERAT R - B U E AOEHIIELNTWOARWAS, 1T T2HA U EBEEZ/RL, D Th7R<E
H1HEARY

possible CJD: 1 T 2 I H BL EREMEARL . RERIRFRIE A 2 R THDLH D,

* F—2y /X (BuroCID) (Z351F HIMFEME CID DR W EHE T rx MRI AR A IS CHE O i 2 (DWI) X% FLAIR [

BEEOERRETE B 2NVE TN WD, ZOBK AT G Ok OREG TEIC O WL UOIRES T

20, 528 —y /X (BuroCID) ZEHEN SN E IR T 0 14-3-3 B AR TNV,

% %k F—nw N (EuroCID) 472 L}?@%E%ET i MRI 45 8 3 4 (DWI) 3% FLAIR W40 CRIREE - 9
R E VLRI B R 2 AT LA BB E B AR

— 14 - (FE/R 2016.9)



(4) m#EIZ

BT, B BAE - MR E UL IR EEN TER W BOFEENHLNIZR>TWD, 8
B REFERLLUT, TADA L KEAIAE  AEEE 2 MIE . Lewy /NMETUZREE AR FRE. A C 6
FEPE R 2 E MR ITHND, FNENOEER M, #06, MAT %I E T2 3 (Mm-3),
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V. EctETVA VIR
a. 1k

(¥3

b

anh

(<1 —]

o BIEETUAUREEF, TUF 2 EH (prion protein: PrP)Za—K§5TUAVEBHEGFNER
[CKYELDTVAURT, EHERRERICKIVINFEME Creutzfeldt-Jakob & (Creutzfeldt-Jakob
disease: CJD) [CFELIDEIREE T SEEM CID, EFE/NMNEMELESEBRELEIZFELIL
B8N E LKLY Gerstmann-Straussler-Scheinker & ( Gerstmann-Straussler—-Scheinker:
GSS). MIREMHFEME CID ITUTAHARGEBEMBRERNEILOBIRMERKERRIE (fatal
familial insomnia: FFD), ZDMIZKAIEN S, REBEEZTETRIEELHYBRARILILIE
FEEICLEATHD,

e ZHDEEZFEENMOATLSA ., BARTIE VI80I, M232R, E200K, P102L TK¥E&EH D,

o AD5IF. BEBKREBHERMETHDH, VIS0 M232R (XIFLAERIEFEIHIMFEME CID
ELTRETH-ODEGFREZLETNIEZEIEDOMNGEL,

o BIEMTUAURELBREMEIEHD=0. IMHEM CID LEAKAEIENDETHD,

(X x]

AN VAL LT, B D PrP (cellular prion protein: PrP®) #=1— R 9% PrP 5 F D R
FOELDLT VA IETHY, LRI IV IEM: CID (L OSEFEZ &3228 50 CID, Hi
7N 2 P I RO o R L R (B LRI 3 A & vy GSS, RTINS CID IR TR 72 & B A
FRERE IR 23 B 320 FFL, T OIS KBIEND (FRIV-1) , TN E N ORI O JF K &7 558 n 125 B
I, BIEETIZ 30 FELL EOSAEREaRY 5120591 O 8 T /EROMIRL (VB —R) #4712 15 i
FED R K FEARWESN TS B (IV-1), DB ITHE 4 TAFEICLDRZRD 4 A CITE B
CID #2792 VIS0I (TR 180 D VDAY AL U ZEHL) M232R (AT A =2 BT AF =) |
E200K (7' VA g bl o) & GSS #2425 P102L (ZFalrinbAYaAy ) TR D& S5 (X
IV-2), £z, 2Ry 129 OZAUIATH=0 MBS W=D ZDT LIV TOERBZ N, ASUA(V)D
TUNLNTERNECTLEZIZEHBERBEPREEDDIZENDVIEENLETHD, Bl 2 1L
D178N-129M % FFI O¥5E %~ 373, D178N-129V (% CID [Z¥E {75,

BEEAEL TEERAEREBEHBERERXLELN, BREBEBRITILEROBHICIV R >TEY, HAR
THEEDmV VI80L & M232R IIFBENITRIER 1 RIFLA LR INFEM L THRIET D, Fio, [
BIRTERTHV RO RDEEIK - REGZ R T52E0H0 IUEHIL F D 2EIBE T RAZIT
FZENEFELY,

RV-1. BEUETIFVFOBRKFEETDRRAEGIELEGCTFER

(1) 1BI=TE Creutzfeldt—-Jakob & (genetic Creutzfeldt-Jakob disease: gCJD)
R148H, Q160stop, D178N-129V, V180I, T183A, T188A, T193I, E196K, E200K-129M, E200K-129V, V203],
R208H, V2101, E211Q, M232R, Codon51-91 ins

(2) Gerstmann—Straussler—Scheinker & (Gerstmann—Striussler—-Scheinker disease: GSS)
P102L, P105L, G114V, A117V, G131V, M187R, H187R, F198S, D202N, Q212P, Q217R, Codon51-91ins

(3) MEMERKEMEAIRAE (fatal familial insomnia: FFI)
D178N-129M

(4) Tt
Y145stop (FR4N4E), 2bp—del at 178[195stop] (BB BHEMBF=—1—0O/NF—)°
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HMV-1. bHAEERMN TOEEETIAVFEDOECFERDHEE

MNV-2. FUAVEADO I —VYEBEGFERGLUTICELRIER

EARERESE TASELRHMEEREZRLAFADOLNEICEVEE,

(1) V1801 Z & CcJD

Y FEIEAE R AN 77 IR & T, RSN B RO RAT A S O IR I R TRE T AL
MELZNHIBRICHETYEL  AIHINCIEIA 7 — XA N, R EER SR ENR T80,
Alzheimer JH LA ENAELHVIEE RN ETHD 6,
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(2) P102L Z£ £ GSS

FEREAEENIT Y 55 BT 90% BT E /2 8 O/NMAER CTRIEL 2-3 4FMHEIT L7141 Lw%u
iE A= XARE WM HZEN L, TR M ZEMEE SRR ST\ T, PR F R
e SO DA T L IR B 72 E S L B RN BB O B D, ToTE LIRFI icm%wﬂ%%rﬁﬂ%%
Do 123 D @ N2 8O /NI S FRIE CRRENE O F I E A LSRR | W EFF o CTEIE TFRA&ETLHZL
W2 ELBELTHD, FERF IR 4-5 LR MINTIERRAIED WD | 2% 0 .O BERY 72
TAa—T v T HEREITHY F7)ﬁ/ﬁ®#~m4’7/x&,_\/ﬂ%% ZRT LA IEEE | CTldE s
IV TIZHIRE TN,

Xk
L. KEBHEE (RLE) : VA IR B L OB FRME T AV ARG E. 54 57 88 MR MR B e IRFFIE T VA 96 &
BIENED AV ARRGE 2B DA AT JEBE, & HIR, B, 2010,

2. Mead S. Prion disease genetics. Eur J] Hum Genet 2006; 14: 273-281.

3. Mastrianni JA. The genetics of prion diseases. Genet Med 2010; 12: 187-195.

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

5. Matsuzono K, Ikeda Y, Liu W, Kurata T, Deguchi S, Deguchi K, et la. A novel familial prion disease causing
pan-autonomic-sensory neuropathy and cognitive impairment. Eur J Neurol 2013; 20: e67-e69.

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

7. Higuma m, Sanjyo N, Satoh K, Shiga Y, Sakai K, Nozaki I, et al. Relationships between clinicopathological
features and cerebrospinal fluid biomarkers in Japanese patients with genetic prion diseases. PLoS One 2013; 8:
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b.52 I
(< 1)—]

e BIEHTUAUIFEITEIEY Creutzfeldt—-Jakob ¥% ( Creutzfeldt-Jakob disease: CJD) .
Gerstmann-Striussler-Scheinker J& (Gerstmann-Straussler-Scheinker: GSS) . IR Ri& 14 T
ARJE (fatal familial insomnia: FFI) (293835,

o RIDEEETVA VR CEREERNEVNIA/TNEZVDTEHICITETFRRENBETHY.
£ EEDMEE(E V1801, P102L, E200K, M232R. D178N DJBIZZ LY,

e V1801 4> E200K TIXZEAD MRI #i 8K 54 3 Bl 1% (diffusion weighted image: DWI) T, Kk R B OEE
RICBESEILEROHDHIENEPI02L ® E200K TIERKEEEHEERIVEREDEER
POREREREICEITS 14-3-3 EA.NEHROEERTIA L EQ S REHIEE
(real-time quaking—induced conversion: RT-QUIC) R &L ENERTH S,

o P105L %> D178N O FFI TIE MR R IR IR L. P105L TIE/N—F Y= XLEERET
BEFLNDIEEBET S, VIS0 (FFFHMMLEMRIEGNSEAILSDHZE A HDHH . M232R (F
BIEFREREZLGVEIFE M CID LDOBEAIIXTELL,

e A BEMREE. AHHARETEZEEKRLTIEGHETUA VRN BRESIN TS,

(X x]

BRI AL J 0B AR CID. GSS. FFI IZ/3 HIAV TV A(KIV-2)', P102L Z 2 Tld CID BRDJER
2T 5%46TH GSS kuj’t/uﬂ\zsz 3, V180I X2 M232R 72X @L'{I\”$7 VA CIEFEEE R 7202
EBFEALET2DTRE BETFRENPMBAETHS Y W, 7V4A BN (prlon protein: PrP) #/{x
%E%b%bffﬁﬂﬁf{%b%of%7 UEIRTRNIENRH LD T, ZWOBRIZIZTFEEN L ETH D,
ARINZ LRI A LU N IS 35, BiatE CID OZ W4T CID @%Jf};%ﬁﬁ%ﬁ\ HHNZ
CJD #&7-7 PRNP {5 7 RAH T HREHI T, FaATERIZIMFENE CID ([ZH¥ET 5,
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RV-2. FERRELHRESNTVWIELRFEER

R BR AR = TI/BER IR 129 SCHR
102 proline — leucine methionine Hsiao, 1989 °
GSS 105 proline — leucine valine Kitamoto, 1993 ©
117 alanine — valine methionine Tranchant, 1989 ’
178 aspartate — asparagine valine Gambetti, 1995 8
180 valine — isoleucine methionine Kitamoto, 1993 °
180 180:Val = lle methionine Hitoshi, 1993 '°
cJD 232 232: Met — Arg
200 glutamate — lysine mV:tlLri]:n(i)r:e Goldgaber, 1989 '
210 valine — isoleucine methionine Pocchiari, 1993 '2
232 methionine — arginine not stated Kitamoto, 1993°

Laplanche, 1995 '3
Goldfarb, 1993 '

GSS.CJD#E IR 51-91 SR OARNTFRREERFIE~ Owen, 1989 '°
2% D8-T2F73/BIEAN. 16 TS/EBERK Goldfarb, 1991 '
van Gool, 1995 "7
Beck 2001 '
FFI 178 aspartate — asparagine methionine Medori, 1992 1°
BEMEEE . 163 tyrocine — others valine Mead, 2013 2°
RAHARES 178 2-bp deletion (CT) Matsuzono, 2013 *'

(1) V180l £ £ CcJD

G MRI 23A H THY, DWI TIRFIE 26115 BEE L T AT 2 B o 2l R BB U AR
R BIEEICER ZDOH DG 5L KIKZE SERPEFERICER ST 515%2 23 25(X1V-3), ¥
FIEEER X 76.5 &M RAE T, MIRIER TR NI E THLIZENIZEALE THD, FERILEITE
FIGEE 2 A SN2 ELY  MRI ZfRiZ L CTOZRWES] TlE, Alzheimer JREZ BTSN TNDZEBHD,
JIb iRz b o> JE 11 [R) 14 J% 3 (periodic synchronous discharge: PSD) 135 9%, M#F ik o 14-3-3 &
F1EA 80% DB MR T, RT-QUIC 1D B #1354 62% %0 22,

HIV-3. V1801 ZE E{nfE CID d MRI ik 3% 3R &
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(2) P102L Z £ GSS

SAFES MRI WAL RO D EN DI Tad TR, S RIEFEMIL 53.7 mEA ),
i E OHII R > CRIETABMAAHHILR0, BBRNE O EIVMBNEETHD *, B/
ZEVERE L2 W SV TWDIERIH LN, K 90%23/ INIKSEIR THRIEL . IA 77— X AT 30% TiRD, T
o B R A R AIE AL B P, CID O A2 R ALB LA, A —F R M GSS i L
CID JRRINRBIET D2 L0 55, MK D PSD 1347 23% . MM BETL D 14-3-3 & AIIHKI 25%03 5k
Th b, RT-QUIC IEDGMESRITHK 88% CTHH ThHD, GSS DM L HEZKIV-3 (T/RLTZ,

#&IV-3. Gerstmann—Striussler—Scheinker J& (Gerstmann—Striussler—Scheinker: GSS) M 2 Wr E 4

1. 3B (definite) : EEFTPERBANAE . /NIMAE AR . FEME I BB 72 L2 295, ULV EHELR FOE EBFRD
DAV, BERELRER :J'ou\f GSS (RSB 72IR BT RAFER 3 520>, F72130 = AZ 7 ay MED G 1 /= 1
frﬁﬁé:fﬁﬁfﬁ“yﬁéﬂﬁﬂjéht%@

2. 1EITHeEFEH] (probable) : [EARSEIRET VAL & s DL RIIHEEFILFEC THDIA, JWELFT A w7
ZL/EEI(DHEE)% BN TV NG D,

3. BEV (possible) : FHEMERHY , HATHERAVEZ 2 U /ANMIERDEME R BRI 2 £E9 28, VA E A B
FOZERLFHFT - B VA EAOGEHNESN TR NS D,

(3) E200K Z & CJD

FER T ANFE M CID O AR FI LFELIL TRV, BaEETTHETH DY, L FEIEFH 23 58.6 Ik &1,
AIRTIZFEBRBEPHERSNTOLHTHK 54% T, B EDOHIBITR > TWBHI LN 4 i Lo
PSD 1349 92%. B MRI mi{E 513K 94%. IFHER > 14-3-3 B EIEIK 87% T THL,
RT-QUIC VED MR 350 85% CTHHTH 5 4,

(4) M232R Z & CJD
IUFEME CID O ILALFISIEL T2 EITHIE MM2 R TEEDFBIRMEITHI A3 5 (45 % IN3s M
CID DHEAHIR) Y, FIREITR 20 BE TRBENDLETHD Y,

(5) TDfth

P105L 225 GSS IR D H THAESILTWDZE I T, VR FIEFp 44 7K O E T, IEH ITRER

HEAT 2 R DB 25 20 BRI oI M ] BRBL A FR D BB LIS, i/ —F 2 Y =K

%;;&Zﬂi %%u\ﬁ PEAFERTSAL TN D, BHER MRI R oD PSD X5 228 0~ 15%F2 fE TIX
Wb | 2 A TR,

D178N-129MM [& FFI, D178N-129MV (Zf 4 CID O A EXILTNDR, 4T LH X BT
RN BHHO T, HEERBLETHS 7 2, FIEERIT T 52.3 5 Thb, FF OB L HEEL K IV-4
IR LT2,

KN4, BREREETIRE (fatal familial insomnia: FFI) D2l E %

7. eI (definite) : BRIKAVIZHEITPERIR | FRAE 2 AR R LA IR B, A7 — XA /NI IEH | SEAR IR
e, MBS 728 FFL ELCOPELRVERZZEL, VAV EHBE O 178 OEREHFLak
129 78 Met/Met Th D, SHIZIMMREIZ IV T FELIZE A0S BT RAFEA 57, $13v 24207 n
Y MEDREMM FAIRA ICTRE VA B EShibo,

8. T HeZEH] (probable) : FEKRAIIZ FFI ELTHELRVERZEL, 7VAVEABR T OaR 178 DL R
ZHLAR 129 A Met/Met TH D, JHBLET A - B8 7V A B A OFEH R HELILTHZRWNS D,

9. BEW I (possible) : FEFEAYIZ FFI ELTHELARVMEREZZRL TWAER, 7V V& Al fs 4 B L5 BT
R BTV EAOGEARELN TRV D,
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V. BEBHETUA K

(¥3

a. Bt

anh

[H<1y—]

o BIRIRMTIAUIRIE. ERDDEMDRBEEIZE>THRBLIZY ., ABEBREELLTEYMHSE
FADRBEEIZKH>TRIDTIFUIETH D,

e BAMICIK. BEBELLICIIERETVA VRO, VU BIRIKIKNIE (bovine spongiform
encephalopathy: BSE)HHENDZE R Creutzfeldt-Jakob ¥& (variant Creutzfeldt—Jakob disease:
vCID) \ NTT7 - Za—F=T7DI—IL—GENZDE/RETIAURICHEIN TS,

o B/MUTIAUKRETIAUEOPTIILBRMHELDTHS,

e HNETRHERMEITVFVREDPTHICHEBEBLIER D Creutzfeldt-Jakob 5 (Creutzfeldt-Jakob
disease: CJD)MEET 149 HIFFFEL (1999 £ 4 AMSD CID H—_AF5U X T 86 fii) , EiFHET
DAVREIEHEMITLARBELIEEZLGRETH S,

(X X]
ERET VA A TN REFE, ABRIEEEYIETHD vCID, RAICEDZ — 1 —I53 1 T
RFRL . SIS B OB S22 TR,

(1) ERETIAHE

EFE VARG EL TH A B, AL L THERSN TSR b 2 2R LLRTIMA R O
FAFIC Lo THIEFL Z SN TIE B DR DD >, FDIFA, B 20 85k F 00 0 AR T 12 i e 151 3
EENTWS 4 LLARREL, ThEOHE I, BDICH A ITEE 5T D, EFRMEZ VA RO
100 L HHB2AHTINT L AL, FREALELHK 7 LB ¢ chs, fiFiE. 7702 A%
A KEEF I, BHICRE RV BAIREN N EAED DS T B BE O BLF THIF L7253,
FEWVIZLUCTEAE TSR E 2372, BFITEFOICENE TORENZ VO TH &tk 425,

(MR 4E#% CJUD]

TN O Tl 1% KRB LT AR 24 CTA 9% B BT, SRR BER B 7288 AN F STz,
1987 4 LA /ESLE U7 R Al R (74 4% < Lyodura®) 13, = — 1S58 [ o0 955 R AR 20 R0 14 1 g5
THRELNTE R ZE AL TRV REZME 358 — U CGREVER BRI SN TELT, &6
VAW D F: DB K AL T RN DALELL 7e SV TN e o T, ZO LR EE B S i- B (L
TEZURN) G FNETIX 149 4D D CID BFENFHL TWD, EEBES CID (dura mater graft
associated CJD: dCJD) FBE N, RIS M SIL WA 2R V-1 IZF LD T2, FEFIE DL WIEIZ
W4 2R L7228, RIS IR T O R VIR B AL W ERERSN TV D28, TS E Tldsd
18 JRE AR (Jannetta FHT) 22 1 72 BBE DI S W2 L THD °, T BE 1L, Do
BN ZE RN TEOE R FANTIZIE 2FT2RY 129Met/Met THHN, I B AIZ T 01 RBE 514 41
2 30%RIZICHDNT ZAZ T ayNCAAT 1 X247 2 O RIEL T &% R L MV2 ° VV2 7
FATREYL LT E 25N R 70% 13T T ARID B VAV E AR E A E T TMMILEX BT
ERVEFITHDH, SHICHT-REIRE PBIELROLIL, ZNHDEE L 20 FLL LRI %
FECTHRIFLTND,
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KRV-1. BEEBER CID HIORNARFMERT-BROREKRSE

BEBEEZT-RR fiE 511 38
ey 29
FEl4EDEE 19
FEmiEEE 17
VEETHM 11
KRB - /1 B H ot 8
B ERAR S 2 7
=XMEE 7
i B A 72 6
fERR S - FE AR T H M 6
VAN 6
Z Dt 22

(2) £EE CcJD"

1985 LD FEETD BSE @ epidemic (%, 1993 41213 BSE 5%k 3 T LL EEWIIREEICET
B FRERTRDD 1995 D HERT vCID VIO RERIZIT A2 > 7o HT LW CID A BLL 7, 2 9id, K [E
DHDIEIE T2, FEE BT —1 v /K [E~D BSE G Y4 O I LT, B TT T2 A0,
FoD N2 RN H3— 1y & EH TR DRO O TN D, B ClE, 1804 UL EoBE Iz E-T
W5, vCID X, TR D CID LI ~T, AR R AS O —fitlifids CO T VAL OWRERFERE, —
IR THIREGAE R m W EN MBI, A% OB AL L T REGE OB IE N EE ThDH, Tz, B
HIIZIEZaR Y 129Met/Met LA DB AR TR TOIIF NN H T D0 HTEIG A 1T M D
BEHRENBEIRDAIEMEDRHY, 5% — AT AN EE THDH, 2R 129Met/Met D
VCID FEFI D723, TVT ATE TRy 219Glu/Lys DSHIEN 2010 Elc@iEsni B, %R
T, FRRIEME TR 219G1u/Glu (2R 129Met/Met) L[R U T, i W R HEA 8 B3 L4 iF K 2
HRETH -7,

3 y—)—"

Gajdusek 1 23, BEFE SO L2 8I2E > TR T HENHLNER ST B THD
BB NE IS o TGS NLLIZZ L 1E, T D% O/ N EE IR B Ko THRAE BB L 722 &
DREI SN TV D, 7— b —DNBEDF 4 ICH -0 HEINE, A B ENS 50 FLL EREL T,
WELIZZ =L =D EIFBROLNDENIETHS ' 72— — DYt dCID O T A R HE R i
ClREE, EDREYeELa R 129 ZRULFFERG D MV2 F72013 VV2 U DG THHZENH B
Lo S e NEEE T VA R OBREIE 25 25 ET, 50 FICBESEHTHHENY
BBV BETHHILE T LTINS,

(4) SEOMER

EJFME T VA I Tk R 7= 0 id, BUE FE TR D0 Lo o T fEB Th D, MEIT, —ERIHEL
Te B JRME 7 VA 98 D2 IXIMFE M CID ERRIRSE R - BB 72T BILX B TERNENIZEIZH D, Bl
TEFENE T, 7V IR OFRIE B RNIMIN B 2 46D &2 PR CBLIM PR & %2 5 1T TO D565
FAEL, TUF IR O ZRIE PR SRSV TW D, FERIYICH 2O X572 ZRIEG A B < B 11d5 | &
XTI RBERWEAD, £1-. dCID 7 —/L—THLNTR -7 MV2 2 VV2 FUA 2515
IR VE DB FE BB OBE TH D,
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b. 2 #
(< 1)—]

o [ERM Creutzfeldt-Jakob %% (Creutzfeldt—Jakob disease: CUD) DM : EETAIZES TV
FORBEICMAT, MFEME CID DEZMELE(RI-1)ZERALTEWHY 5,

o OHMAETHREINTLWSERM CJID (T2 THEIEFEHER CJID (dura mater graft associated CJD:
dCJD)TH B,

e dCJD M#2/3 1 CID BEBITHDHM, HYDK 1/3 (3, T5—IREFITIDHIFERBFIT,
TR AELC, FE R HAICIE AR I A B R B4 1 E (periodic synchronous discharge:
PSD)MHEELAENIEITERE T H(XRV-2),

o ZEE Creutzfeldt-Jakob §& (variant Creutzfeldt—-Jakob disease: vCJD) M2 Wi : M FEIR TH
FETHIEN S RMABICIER B EEREZT N B ALGWVGEEIHM CID LITELHERIREIR
ZEZL. B MRI TEEREAIMHEDHERMSESNAONESGEDRHHREMREZRL.
R (R 248 (World Health Organization: WHO)E2 i E #£ (2001) (R V-3) . FhExkiTLT=
EuroCJD (EU)D 2 W & #E (2008) (R V-4) #ALTEZH T 5.

[ X]

BAEETICHRESN TWAE DS 7Y A 95 21T, E M CID, vCID BLX O —/L—d 3 i
HENFET D, 2O T, O NETRIENHERSNLTWALOIE, EFEME CID O F1 o dCID & vCID T
H5,

(1) HEEFHER CJD

dCID OZ Wi, T IMFEME CID OFZWEEUE (R 1M-1) IZih > T CID ORZKiE1TH, ZD%, Al
AT ERAT A it L, B N H AL dCID E2Wid 5, RS, U4 E Qs R
TEEMET VA IR EERINT 5,

dCID D) 2/3 X H #7e CID ORFRFR G Z 3 2B G| ThHoH FEF7—28), —J7, dCID

DRI BIIIRER T T T —IROT VA B AR EZR O LS T7— 7B THY | IR IREITIEDE
FhACHIER 22 8 2 L BB C A BN DML oD PSD ASFEIE 1 AELLNIIZHHBLL 27 & B IR JE
NG LT RS |, 2D, 75— 2R dCID DEGRZ I HEYE (R) BMRRENLTND (FV-2)

1,2

o

#RV-2. 75—48 dCJID D ME# ()" ?

HMFE M Creutzfeldt-Jakob FR DM EEITHET HM ErRAGZBEEBEELHY . ETHOKRREREELIE
B, RIS TREIERBMERE (PSD) B HHECTH., [RIFHEEH| (probable) &9 %,

(2) ZEE CJD

VCID [FAEHIE R TRIEL I AR R B R 2L OB EELRIENHICERT LN, 2
1% WHO 22 I F£ 4 (2001) (3% V-3) 125> THTH, BAES MRI 0 T2 #6745 ° FLAIR Wifg Th A
A REFRYE OFLIRFL 5115 5 (pulvinar sign) [ZFFEIHI THD (X V-1), DAEFIO vCID JiEfl TIFFEIAE
%M L PSD 38 . WHO D22k B4 [TIE #e 52451 (probable) | OIEIZ, [N IZ T HIIZ
TR BB E A AR ICRONAZENHL I MES N ©, &I, il (2 B# L7 vCID
@?J(EJ? VEREGD) B ST, ZNSE M E X TWET L7222 EEYE (2008) 28 EU °S &7 (£ V -4)

S HEEZWICIE. T T AR M7 5 PP Db R/ =A% 7 ay ) & ZE B 20308
HD. MIEMIPITONLZEDN DL, DO FEASERDEI T2 | BRIRFRIE X G B3 57% pulvinar
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sign BHHNIRNBIZR E IS ITBRENS,

= V-3. ZER CJD LM E % (WHO 2001)*

L EATHEO R - A RRE

RN 6 o AL R

CERRE R, ORBREETE D

22 JEL M 0D FTREPE 28 722

FIEVE Creutzfeldt-Jakob Ji & I E TX 5

L RIEPIB ORBER (5o, A%, WL, B, E4)
BT 2R A RE I (B D WIXEOMmE)

IR

SA/a—xXRA, a7y, VA =T

FRHVE

. i CE IR R (PSD) Bk

. BEF MRI 2 C MR R RL & 15 =

v A RHER TR ) 4V E AT

2 (definite) : LIADH Y, DOMRIFHELENICHER SN2 b O**
1ZIEHEFEH (probable) : I BXOODO45THEHL A & IB Zil=4H0
%Ml (possible) : IBEICN®45HEE LA Z#H-TH0

II

111

W» MUOW» MUOW»

HRE. BHERITHRELAW, . BRERAZER CIDIZEHL. EBE MRITHAIRKMEESZROLVIT
HEHTHS,
KB E /MK, SBIRIRZT I & florid plaque ZHESEETVAVEBADEBEERDH S,

K V-1. vCJD @ MRI T2 & E &

WA DR ERFE (KEN) (ZEE S (pulvinar sign) RSN 5B,
(%E CID H—RAF2 X1 =whk DA Colie ELDITEER
12&%)
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FV-4. ZTER Creutzfeldt-Jakob JF D2 T E # (EU 2008)8

A, WIESA
TS 6 4 A LU EOHEFTHE DR RR SR 2 295
— WA L DR BNE ETED
BN RO T BEAVE RO I L DT IED 20
BARMED B EMERIRMIE NS E TED
B. B RIERE
LTFD 5 SOEFEDIBAREL 4 22BDD
L. FOEM ORI (F1952, A%, L B, E4])
2. Bt 75 AR FIERE (HDHVITEOMmE)
3. Kl
4. IFI/B—XR a7 VAM=T
5. FRENE

C. AT R
e EZ W
KB L OV, HERIRZE (L L florid plaque ZFED BF VAV E A DILE RO D
Z OO AT R
1. JM48 CJE S R4 5 7B (PSD) F
2. BHIB MRI TSR KL {5 5
3. WPkEM TR T VA E BB

D. EFWPT R
P2 LRI BE AR EN TOBE R LERA~DEFE (i 72 L)

=W N =

1. FESEH) (difinite)
A, WHSMEE C. AT RO E 2 Wi 2=
2. 1ZIEMeTFEH (probable)
A, WIHZARE B BEIRIE B A 721, C. WA P R Tk 1= PSD [ L8AER MRI o> miHI 6L R BL & 15
FAEM 2T
FoiZ
A, WIESEMENTZL, C. AT A CTRIVERICEZBE 74 EABES RIS
3. BV (possible)
A, WZESME B BRRIEMEET 7L, C. AP 7 CAXIE | PSD 23fatE

ull

* vCJD DRIERBIZIT. FHIZPSD ZRDHBHTENH S,
o BE . RBHERITHELGL, =15, BEREIEN vCJID [ZEHML, 5888 MRl THAIBKRMESESZRHLELVIT
HERATHD.
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VI. FUF VIROEEESSE

(<1 —]

e RKENDBAREDHENLAEDHARICITIEEETF@EmANLETHD,

o PAEDHRMKERZTIEIEEEFTMEL T Barthel Index BMERAINTLND,
o EEFETVAURIZHTIEEETMRT—ILAREESN., FIASRIZLHTNS,

(X X
(1 FR-B8

TV IR Y7 FAE FE Sy B2, ZHUL O DI T VA IR R I Ko TR R D H72
MREMEE T 2260, EDLDOTETHIZRNIERENERELTEZLND, ZHUCx L, EEE
AT A — AT ODAFAEL T D, BRI D B SRIE O A TR D B F8 (13 EE BE R AT A3 a4 2 C
D, DE DR AT B 0O I xF IR 2 (R 1A T S SRR R B BO R EE) Tl VA IR
D EEFE /YL LT Barthel Index' 28 WHIL TS (R VI-1), 72, KO VA5 B IRFE R A
7% (Japanese Consortium of Prion Disease: JACOP) Cli& Medical Research Council Prion Disease
Rating Scale (MRC Scale)® 23 JH &AL TUND (2 VI-2) , AFS CIEBLE R & STV EE B FFAI A 4
— LT DW TR D,

R VI-1. Barthel Index

g 1B, BBEREoEE, ZEEAFHNICEIKZ S
2. 8588 (7=& 2, BT EEG-sTHNALTHD D)
3. &8

HENTRLNy FAOBE | 1.HY, 7L—% 7y FLAMOBRELED GETAY bET)
2. BEOMMB ELITEREET S
3D Z LT R TH D BIRE )
4. BB FE T2 IR AT RE
B L HSE (Veif, %2, HES, OTHY)
2. H3TBh FE 2 IR ATRE
kA LERE 1B (KIROEE, BIsREZZL R—F 7N ERREZEML TV DHE

o I

Z O b E L)
2.8, e A D, KR, BRARICNBIZET D
3. RSB E I IT AR A RE

AN 1. AL
2. WAy Bh F 71X R AT RE

L45mPh Lo SAT, MR (FHRT. SMTaiEk<) oA ofF XM Hs T
2.45m Pl EOS BT, BITRROEH E 5T
3.BATREEDHZ A, B FI2T4 5mll Lo IER§E

4. LISk

s B - % 1. BN, BT R EOMHOFERIM DN
2N EITEREE TS
RPN

HEZ 1.BS., #t, 77 2+ —, BEROENZED
2.5 B, ABHER AN, B L EIZE S TITA D
3. EFelist

Pz fa— LRERZ U, Elh. AIEOTY HFuv b AT
2. LXK EHY | ., LEOBWMY LW BEETLHE L E D
3. EFelist

PER= > bm— LREE 72 L, BURA OB b wThE
2. L XKD Y | WRBOBY PN BHZET HH LG o
3. BRiLigt
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&RVI-2. MRC Scale

HH 74T VT =t s
HITO 7 B CHELEZEN—EL EH -T2 0
PEAH K AE
EATD 7 BT EREEZ L 1
WICREL TWAENIT—TVLEZ L TW5 0
BEPRH fiE
HRZHIETE TWANENITEEET S 1
4B 0
F L OfEH Ry Bh 1
H 7 2
\ SN D OITE SN 0
PN
H 7 1
TREE-IIR A/ HHEXE (RO TIHEITE 2W) 0
/F B CHET ATAE (HET OO A EIZR b2 ) 1
H 7 2
BrE, BAHZLHETE RN 0
wi JEDZ LETELDN, BRI EET S (NMTLD0B, itk s .
MEh &P )
H 7 2
ENE 0
P B oD - [ A 1
Elhva 2
= 0
ST D NS RE 1
BEE o X S
SR Rk, 4 i 2
LR LS5 TARIELT 58, BAEMSREDRHHOUMR L |
NHO ., LIFLIFRYFHREECIRILEZ RO 5
WH DOEEEH ATHE 4
JEBE O RBNZ B LA 720y, i EDOFIBN IR > TWZen 0
BLWA R E LS Mo TWVAHEMERFI L TV BEHRH 50, JF ]
LELVRE~DE: BHORBIZR DN TNV BN, F LWEFZEFR L TWAEHNI W
HLVRI SR TE CTVWA R, WICHIBIZEELND D 2
FLEBITEFE?, Z<REOLODENDH D 3
‘ 17 7y R P REAR R RE /71342 < 7220 0
T & AR AE ) - ‘ ‘
W R AR EE 1NV L THE - TV D 1
EHSBREOMEHANREL TEZRY 0
EE O

VERBEIE, MR LNITEESLRAELZFERTLI LN TED

(2) BE-TETUR

VA AIFIZEDD TEAT LRV, 2O —ZATHE W TERIT2HICHE AL | EE) 8 SR8

bad, D7z BIEE S FAL VOISO NV HIZN, B THEIEE A ST HET T, EITOHE
b > TREETIEHDWVITRREITIEIC T DI LT RE TH A, LIZA-> T, BIAEE DK

DR E ORF RIS D BEAE LR A 7 — L2 32D 03 BLER Th D,
— MBI, BB OBIE L 2Rl 52— LTI (DFEICEFE - ER2 T 2560, (2) A

B ATEENE (activities of daily living: ADL) Z#EAli 26 D (3)A41E DHE (quality of life: QOL) Z 7
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THLD, RERDD,

BAED M E OB A 57 B4 R &R FECTERAIN TWD 7 U A 0 O FEE B FEAN 1L Barthel
Index' TH%, ZHUL EFRDQ) B & EFIEL TG DA — VTS T 5, ZORT—LITFED
%%‘E CEDETER AN EDEETHY, UNE )T —2ar O RZFMT 20128 1 ESh T

L BIEZ DR —UE, MR OUANE YT — a0 BT AL L THEBIC VWS TV 4
Barthel Index DFFAM AL 0 A5 100 AUZAT L, 100 A3 H - b fEH 72IRRETH D, —MXHIIC 80

uif“ FEFIIBBLRBE YL TEY, 40 R FTIEFELKFEHESND, T VA5 TIHAER

AT E DO TERL, B BAL TRl S E B L TLZENTRINDA, KA L Barthel
Index OB Z M LI A 13720,

TV IR R AL U 72 B E BE RE A A &7 — L & L ClE . Creutzfeldt-Jacob disease Neurological
Symptoms (CID-NS) scale * 2N 4] Td5%, ZAUT EFE(1) TR BE - JE 5 4 5l 5 A — LI
YT D, TVAVIRICHBL T A ES ERMREEE 8 DO T IV —IZ/3F TEF 26 B FIREL, £
NENOEEBEZ0 = 72l 1 = 8E GBLITEDLWY) 2 = HE GLIIHAL) O 3 B CREEL
BT O BEFRIEL 0 AD 52 BT T D, CID-NS TIFFAEN O D RF f]#RE & &6 I m A
ERTHEREEINTEY, HOREEEIEEFFMEL THEEEL TWDAF— 2B bbb ns, W»<on
S5, F— Sk, SEE SRR @Iﬁarbvttb\ (CThD, MENESIREE X VA IR O EIE
EVOHOBRTIIL L EERIEE THhDH, F st HE ZEDREEL D DEZSIT BRIV
WHTHD, & = 8F FIFELTHAIHE B O FIIE, SERDOHEITICEY B 7272720 §Hl T& 72
Ipo 20T HHLD0RHHIETHDH, ZOTDIERPEITL THRBNE DLW (A 12X T
T D) EVHIZENAETID,

JACOP THHE SN TS MRC Scale (X EFEd@)EC B & AETEEL AN § DA —/LIT#%Y
THM, TV IFICRF A 72 S GRS RE-ORB AHS BE O REM 23N - TN D SN RF A0 CTHY | M Hh it
SIRIELFIM &5, BEAFRIEICE T2 TIV—RN T HE ., S5 8 EE - & RN EE D T
V=N 4 HEBHY, 31 11 HEDEKD, XMONEIZIGC T 2~5 BT+, T7eb5H. 0, 1
SRCHH T2 B 205, 0, 1,2, 3, 4 5l CREli§ 23 H £TH D, 34003 0 5 (R FEAE) 75 20 mETH
M %o BURF sUTIE T VA I8 O PN de b 3 L 72 BE BE A — L 8 E 2 HivD,

SR
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VI. T)F mDias
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o TUFURDABEIEKRE. FIREEL—BHUITTHESNDIDAT. REDAREH D ILEST
BEEZOILIEBIEMHAERE 2012 FLURIC, HELHRNEFIORER(TLL, CNETICT
ONEBRAENISDIET U RERT,

o XFVIUERAOBHIVEIRERSGICHALTEERBEHNREIEENTHD, F-HEFOHEBEN
ZLHRITSNAWNFERSL—F 2D),

o JIELFUIKHLHTERBEMDRIBOONT . AMICHTHEARBRLLHERTINY
WN(HERSTL—F 2D),

e FXIHA4HoBOHOIVEIREREICALT. RAEFTREBHIRIERINTEST .
ABIZBTHERABRRBRELEKLELEELATHTHS FHEEIL—F 2D),

o RUMIUBBKENFHREGECIIEBEBMIRIAHRINTELST . NEMNFREET
A-O#REINGNGEESL—K 2D),

e BOEMARHELLIIEEIE. —RICBEBELREIZI>TRERENTHOLNEIN. TOH
BICOVWTHELGIET U R(FHLNGERESL—FK 20),

o BBHBICHIRT Z3IA/0—XRICHLTIE, —f&IZ/OFE/RLP/NNLTOBAFERAIA T
). ARELIETUORIFEL (HESL—FK 20),

(X x]

ZNET, EFEM UL E A (cellular prion protein: PrP) 726 Ry M D B 7 U4 L & (4
(scrapie prion protein: PrP%) ~D#E &L ABLETHMEM . PrP> OBHEMBIH DV ITBHHEE TS
TEA . AR M2 T D1EH A TN AZ == 7 E 0, BRI ISR Thi C& T,

FF VAT, TERFY T THETH 20, PrPC 2D PrP% ~ DA< PrP™° o Efti 4 fLE T 2%
LD LN S, TV E THIKBFZE N T |, % E T1T 4172 PRION-1 study T4 4],
FRELIET U MMERBRDS T L WBHREE L FETRIRE IS T lRRBR M T L7 2, B #&HDIC 107
FlOT VA FBED G LR JREUL 45 BIOAVREYE, 2 Bl = M 18 il D28 FAL | 42 §i| D F fk
PET VAT ol T I7VARKRRET 38 il FEIRHEEIL 69 #1I T, 16IEIX 1 H 300mg T 2 4F
OB E LT, 78 1] (73%) B EZHM I E LTz, AFRITXT T2V NIREETIENIREEX
Vo lehy, BRIGIRF O EEEE TR EZ1TOE, MF ITEITALNRD o, EINFHERER T2 20 4
\ZHBAL, 9 BT Z | T HICIRKAHVREIERS B Lo7-,

TNVEILT X FERR M R A& LT NMDA S A RBEERAZA L, K ik B P 225 5 (2
5 HAF T, 28 4 D Creutzfeldt-Jakob J% (Creutzfeldt-Jakob disease: CID) FiE &5t 412, 13 & ITFEHK
P15 LT T ERBEEGENT- P, RS RER A T 2 BERICA BEN LN RN EM P& TIEEN
TpinoTz,

AU RY LT = —1 (pentosan polysulfate: PPS) (X~ ~U SO FRER (L 205 T [ & M5
Bt PR Sk DI ICH WO TE T, B YL 328k C . FRYL AT 1T = N 5 1C KO T E B IE %)
B3I %, PPS = PN Fif % 5151395 E T4 B CID (variant CID: vCID) (2% L THID THFbh 4,
AT, 2004 4 11 H 2252007 45 3 H ETITHR BN 7257 VA 96 11 FEFNIZKL PPS M N £ 5-
DATOI BB BV TR AEER RSN RER R 2R LIZEGNZ A bR~ T2 2, BN T
15 JEFILL EATHoi, vCID BFE OAEFHIMIX, 2 hr— v vCID BELVE OISR WA, 1T
Z TP CEDMITREH E TR,
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ITOITND, 7TUAAXIT O TIL 121 FIOT VA IFEEET X MK GREET T 8RR
T TR LT, R R EL TUERF U A2V 100mg D& 513 2 b =2, AR 2T E
THEITRO LR,

FERDHETT LR MBS R L2 5723551, B H B RS TRERBMITONLZENE
W, L, M PR ESET DE VSR TE T AT,

CID OFEHIZUIFUITER D HIA 7 —XAIZH L Th, KEMEH DL WIIRE T HEIA /e —XAD
RIREL T B ARLR L T a5 E SN TOEA | IR 7o 2320,

Xk

1 [IEER, B3, BEFER, PEHL. 7Y 7oL Y a7 dHICKk T 5 Qinacrine TRIE. JEE FEF ¥
W R A B & EEAMER BOTIRATIE 936 77U A L3 S OB REME D A )V ARG 2B 2 A8 Pk 15 47
PERRFE < oy A JE 3R 5 . 2004, pp113-124.

2. 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,.

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

4.  Todd NV, Morrow J, Doh-ura K, Dealler S, O'Hare S, Farling P, et al. Cerebroventricular infusion of pentosan
polysulphate in human variant Creutzfeldt-Jakob disease. J Infect 2005; 50: 394-396.

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

6. De Luigi A, Colombo L, Diomede L, Tettamanti M, Welaratne A, Giaccone G, et al. The efficacy of tetracyclines in
peripheral and intracerebral prion infection. PLoS One 2008; 3: e1888.

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

8. Kojovic M, Cordivari C, Bhatia K. Myoclonus disorders: a practical approach for diagnosis and treatment. Ther Adv

Neurol Disord 2011; 4: 47-62.

— 36 - (WiERK 2016.9)



. YA URDESE - RIS T HIDEHSAXIE

(<1 —]

o« TUALHEDESICAELEHICEELIALA, BY, T i, FRAEERDIFE AL
ETHHLEMTHENEETHD,

e DAL BHREORBELLICHLBEEICHEAVAREEEELTAZES>TVS, o

T.DEXECBEZ. FROVEOEH LB TEIE ARODEMNEEOBIELERL
Adwwﬁ%E SRR TICEEEE B VTR TAIETHD,

o AMFEABLLVAETLRAMBETETCVSLERLONDEEHENELELDEDT, &
BICELTERTHANBEREESTIThAYOTUIETHEAS LI REALERIELY
3, EEERERCLUESERAROBNLERATHS,

o DEHAMFTIEICIL. EH. FER. DESME. ERY—CvL-T—h— BEHAYUEIY
SEMBLEDEENETEETHS,

o« BE - FRRICBLTHISDREAREDONALE R, BHREICHBKTEENEELL,

[X x]
(1) ARHEMENTTESOATOLEMITKRISESLTOVGEBREEZERLESS
RERNEEICE I LI A 2 VDB 2y 700 AR R EZEUHZEITARRIETHD,
LU IEEAED N 2 13, FEE ORI\ ELHIZA O N TERIZMESWVWRFELEEIHL 1%
Ffo W5, —fRANCZH LI DB I 21T 2-3 SR DS L, BANT K &R0 LR EL e &Nt
ZEbBLN, AR H ORNZHDHLL 0 N &2 DB LHa i FZEITTER W, 1E- T,
DFR R EEO B, DAY R OB TIER, PV IRICE R L BE . RO bE
HEL ., DERMESEEE RSFAIETHD, TORE, BE . FIROSEICEBICHEEZMEHIT TA LD
K[EFHLOBMRICE D, FEERIZEST, BUXELARRILL G EE TICRO RN ENEE
LW, BWVWTIHRAEZ T AN LI [P L OB IR N LB SR ZHZEHH HTHD,
Floo N2 DERF T TEHR 2R ST 2E, DESR R, B FIEO A2 S EE 11T
mbff_ﬂiﬁ%cto&*&é&%&mﬁikh%&u\o RVI-1 (27 VA IR OB - FIRIC— MBI LA
SNDLEAVIR IO F %, B2 ICFEIROBELDOF 21T,

— 37 — (BfEhi 2016.9)




RV-1. TUAUROBERIKIZE L ESNZDERRR V24

<TyrrmEemcELT>
1. ZEROFIE LB RFR OBETT | DT FEHER CRAVE DD B O T DKM L 2y 7 LB
NS
2. WARMIIBEIEN 2N STt 3 A HE LR
3. FIELTHLBMI N O ETIRM A NLHIENSEL IR TRV EEERAEL, "f\lﬁb\ob\f_

BIIRTEOFR THHIE, ITVFRBE P EANZ DI EEMOSN CORMA T ay s, TRE TR
SOOI T2 Z KT DB, 15V

4, FREORITE 92 LEAE IS IEEE 2300508, ZTNEDVE B VALY — R THRE ORERBHEIT T 5720
WAL, DEIC R 2 E /IR RE

5. FIROMEITEEBICHE RN B LB BBHEN TER e b 81ixt 350 BRI 5

6. VA IFICETLHFSCEMN + 0 THOILET S VEEWERAY 7 O S ENI T 5 WM HOEY . R
ENEYR?

7. DEEAICRBDRVIREE T, ERE CE DN 2 126t T 28k 2 AR E UG A ICROND . BRNEDR
ERYAS)

8. AT R P BT~ OISR AR R SN D T LK T HIE VA

9. HVEBPIEMBREL TCVDIERHEMRIRIE BAN = A L EICLDIRELOAR L

10. 72 R IR 30BN EIZ LD B[ 2 ) TEHIL T2 JEVIRERD

11 #E RS PO N 2 2B OAR a5 TR T L EE N0

12 BT VAR b LW Wb el & D | D F R ~DE AR D DE

13, BE VP BIUEFER TERLARDBRE DRI T, FIRDPBRF R R E E L7256 OTRELE AR A

14. BEDONEIZHT-HHELTOARN A R &

15. BEDCL BRI B OFIEOTE L, 250

<TVAUHEORBREMEICEELT>

o TV IR DEYNEIZH T HRLEOEEE N

o PORREDEGMEN DLW I EIC R DR E | REL

o i EORYC T AR L

o EY PR DI D B LRI DN SNDIED AP

o [EHRAE LT O N 21T T D RGBT 208 I BS RRA MR R R > THEISNDHRY, Wb, R
PR

. “ﬁw@{ﬁﬁ%x FLELNRWZEDBE DN 22X L TERHE ORPEA =T VG T LR TEenie
IZEDAR A

RILZE T B <P JE A O N 2 MR IPE D R ZITH L T, BEORBENREEST-0FHHLZY L2
X722 ST A AR A

R 22 S\ XD N RIR CHRIEN T VA Ui RIE LT EE ORI S S, RS EDKRE
FMRETRYEL TOEDB LI WS EZ BTGB D AR A R, D

o WILMET VA LVIFFR RNDORFBIEE IZTBNT, BRLTWENLELILARWD T, R B TR 45217
HLEREINIEGE T OO ERE MR ZDINTEV ST B EZEIND LI IR ZE R

N2 IR B E O 2 72 DBARPLICH D P, ERE D RIS ALN DR E2 M > TRLLZE THREFIE
WZxt T AEENRED, Fo, BEFEBHLRICISZ2RICHDAN 2 ORREZMBZET, TAFITOED T
RO TRICINICESTWDEABLWNWEDTE [ LEUHZLNTED, B LITRRIKEBLLH LI L2 > T, A
BB ELHD, YaATIHYR— Ry NI — IR E OB HEZEOIEEZSINLTZY, 18 EOBREFEOE
AEOREREERIZVTHILET, FICIIRSBITOVDANTEZLENREDIHI KL TWDIDONMDLIEL A E %
Tho,

— 38 - (WjiERK 2016. 9)




RWM-2. VA HEBEDREEZNRELEFMERYRAENISBONL-BLEDH >

<BERBESOERZIZHLT>
I BEOBMBHROBICHL T, FEICTHRAWIZHH L7 42— TELW

1L JRBERAEA, JFEIT LU CHMA RS | BRI Y T 872 E CREO F R A 20X 2029
[ZHHL A TIEL

I ZWa L CTENITEMETARSETUILLDY, ERTHONITZOB LB AL A T2 8 ik
STIELW

<EvELEFBHAEIIHLT>
IV. ZF AFUEBE & oL TRRL
V. BHEHE 2R DB, PR ZEALBEEHRD T, FheS 2L NTAT > THRL W
VL [EHIRCE A ORI N—E DL~ EDINTIE RN, HEET-> UL

(2) FERBHOKRITDEXEELS

N 72 2B LVIR L THIR AR TETCWVDEELLNDEEDIEFIN, KB NEH AL L
ML, T, TTANY —DFELLNIG AT R A SO T EBICEL CTEM T o2 EmaiR
EFIZOPVRTVWEETEADIEN, REARLEIELRD, BB Y OILTENE S [>T
DIIZALRWGEEEHLD T, —EFHELIZZE ThiBEL> TV EDFERFHER L 222350 BT U]
FECTHHBAL, BRI L CTEICEZ CUOKIERZEELL, Y HEEHEHAKRI VYo7 iR —bxo by
— 7 BRI LTZ0, HIRTE R X — DV AT VA VIR BB DY A N2 EDIEREIRZ T2V T DD
ELHHTHD (FE-3),

R-3. TUF UHEICEAT BERY A b

O  FUF RO R — L —
http://prion.umin.jp/index.html

©@ R — DR B RS — L=
VAR (1) /aAY7 =)Lk a7 5 (CID)
http://www.nanbyou.or.jp/entry/80
TV NG (2) TIVART < ARRA AT — 2% A 2 71— (GSS)
http://www.nanbyou.or.jp/entry/88
TUA A (3) BOEMEF IR IRAE (FFD)
http://www.nanbyou.or.jp/entry/51

©® FVALREBEFED ST % TVAARDIAI DRLDDHL ST 2 ~DHY )T
(VA IR PR — LR — )
http://prion.umin.jp/prion/counseling.html

(OR = R l  SAN Al A Q= P NOECE- = FilZ )
http://www.cjdnet.jp/

®  CJD Support Network (5 [E] 0> 24 F35 [H] 1K)
http://www.cjdsupport.net/

® Creutzfeldt-Jakob Disease Foundation (K [E D 4 F35 [ 14)
http://www.cjdfoundation.org/

X ik
. EREE B FECHT 508 SR 3R GELE T VAR, . e T UA 5. $21%) . JEASE)
A 5 2 4 B A S M R BB L IR 2 S 3 T U A 9 e NS I A L R Y B 3~ AR A PS8BT ) (B
TV T LRI AV AEYE . AR HI R ;2010. pp213-219.
2. HAEET. WEEES DI B 11 3]). TV R T ART A (2008 401D , &2 55 BB 247
FEE MDA - VR VER BB IR SE B VAL R OB RME Y A L R IR GE 2B 9 AR A R E BT (AR
— 39 - (EEhK 2016.9)




HOKBEPE, WEEESE BAAFEZ). 2008, ppl23-140 (FVA UK f QR FEMEY A L AREYLIE I BE -+ 5 i 4

WFREFE DR — LR — U7 B BH T 1 — R A fE) http://prion.umin.jp/guideline/index. html
HABE T TV AR BEFED T 2 ~D A2V 7 HARBEER 2007; 65: 1447-1453.
EAE YT TVAIRBRE FEO LSRN R— AT Ak T 5552, A S BR 2  E & 4
HEEVER BRI I 2 T VAR S OB R AV AR I B T 2R A2 SRk 17 4FEE R TE - 4y 4005

e (PR E KIEIEEE). 2006. pp99-111.

— 40 - (jiERK 2016. 9)



X. TUXmEDOERETF

TVH IR DG T B HOWTUE, TV 50 e OEFENE T A L AR YGLE 1 B 9 2 38 A AJF FE BE |
ko TTIF VA VIR BEYE TH AT ART A0 (2008 FEM) I ABEINLTWD
(http://prion.umin.jp/guideline/index.html) , ZOH AR T A NZFEDWTEGE TIHEATOZ LR HELET 2,

RITARTALTIE, [ TVAAREIG T T AR T AL (2008 4EFERRK) |0 H k% LL T IR T2,

TV ARG T B AR T A2 (2008 4F EE )

w1
W2
%3 E
W4
0S5 E
%6 E
%7
8
%9
%10 &=
%11 E
W12 E
i+

I\ 2N
r‘fllf\ (2]

FREHERITHEEETT

FUA L DI

CID WA D B D ANAVAY FEATH WG TN SRR 25 30408 7 1k
THALE NS A

Jibd A A AR Al

e EHR R

IR FHE

TSN FHE

AR - 97 BRAZ A AR Y

i B4 [ D S 4

P Ol )

NAVAT FHEIZH W= R %2495 CID ZRIEG TRz T
CID “WRIERYL T BB A et 22

— 41 - (Bj5ERR 2016. 9)



X. PEXE

1. ARMICK HBEXE

MEWR—LR—

[V 95 36 KO FEANE T AV AR GLIE(Z RS T D &M 7R 8E ) & T VA i DY — AT ALk
Yo T BRI DA AR ZEBE 1, M FREEIS KON 7 VA L Je OB FE 1 7 A /L R YL E D 53 797 g
it B < VB IR L BR 3 (2 B 3 D SEBE ) & [ T — A ~3— (http://prion.umin.jp/index.html) Z BHF% L . A<
TARTA L H BB TR ARTA L RLE A D FERER 72 E &AL TV D,

CHDHY—ARAFSUREER
VAP Oy E IR BB BT DR AR A A HEESAVIIE S, T LD fiK
BRESLT VAV E QBB FRELE A LEINTIES] EYEEICE SRIT RS EIREN DI
X EAEISNIEF D CID r—_ATUAZ BRI ERIND, #ilkD CID h—~_AF72F B L
BHEBENF IR D CID HYHMENRFHELIT 2%, CID — AT AL BT TR WBA S,
ZORERDEREITHESND,
TVF R D2 W E (REV PRI R B 1) CENLERFEL, Tid CID Y —_AT7 A EB SR
R CHREZ T T D,
WSS - CIDY—_ATABEEBRHER
E S AFZEBHRIE N E SRR - AR R e 2 —
T 187-8551 HURLHS/INFErfi /NI HHET4-1-1
TEL:042-341-2712(% A% /L A>3131) FAX:042-346-1762
E-mail : prion-ncnp@ncnp.go.jp

http://prion.umin.jp/survey/index.html

ChAUIFURRESR
TUA IR ERIER ST VA IR OARFRIC B DD IO R B R ERIT AP TN H &1, £ 0
=
FAT AP T O ERSEAER L CERITABITONIIER 2B EL, TOH%OBEEEHL TWD,
BAKYE  CID ALY TUNEEREBER
PN o N Vv S = Sl MR TSt
T 113-8655  BATHS SO XAHS 7-3-1
TEL:03-5800-8848 (j&i#) FAX:03-5800-8849

http://prion.umin.jp/survey/index.html

TUAURERERZREZEESR
TV IR OB 2 Wr O AT,

WAL ATFERKRY EREERAUIET B S ESMRIZS W - 99 REAF 285
T 020-8505 & F UL RK i) 7 PN AL 19-1
TEL:019-651-5111 (3660, 3733) FAX:019-622-1091
BAGSE © R RFERFERE ~IVZRA T YA ZBFGEER R B 5245 B R 72 e B
T 770-8503 1 J= W18 /5 i A HT 3-18-15
TEL:088-633-9283 FAX:088-633-7174

— 42 - (WjiERK 2016.9)



INEREE 14-3-3 &8 - L2 ZERBAIE. RT-QUIC ;%
BRI TTIA RO Z WA LT 5,
AL BRI KRFESE G0 1T 8 E
T852-8523 RRIREIR TR AL1-12-4 R KFESE FHEPEHSF
TEL:095-819-7059 FAX:095-819-7060

E-mail : nagasakiprion@yahoo.co.jp
http://www.med.nagasaki-u.ac.jp/mmi/cmb/prion/index.html

TUF UERAEBEGTFRE
FVA LV EABLGFREICTIIF RO Z WA KT 5,
BRGNS o AL RFPRFPEE F RV IER T iEphie 5200 B
TO80-8575  ‘EIKRALETHHIEX RN 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

BEJVAEADDIRATOY MEHR
MM AT 2% T oy MEICTRE 7 VAV EADOFEE, BLIUOHEID

N

Wr %

&

BARESE - AL RFP KPR FRPFIER i ae st 5240 B
T980-8575 EILIEALAETH HEX AT 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

2. ¥WBEHRtUY— (DBRMAEAN#REFHARIAE)
7"V 97 : http://www.nanbyou.or.jp/entry/3665

TV (1) 7847 =V kY2795 (CID)
CID JR& DO (— % F H & m1F) :http://www.nanbyou.or.jp/entry/80
CID Wi - 1594 &1 (R IE F3 M) http://www.nanbyou.or.jp/entry/240
CJD FAQ (X<HDE M &A% ) http://www.nanbyou.or.jp/entry/385

TV (2) VAR v s AREA ZT— 2 A 2T — I (GSS)
GSS TR DOfERL (— M F] 3 711F) < http://www.nanbyou.or.jp/entry/88
GSS ZWr -1 (REMEFH M) http://www.nanbyou.or.jp/entry/247
GSS FAQ (&<®H D Z [ &[a]%) : http://www.nanbyou.or.jp/entry/386

TV (3) BB F M R IRAE (FFD
FF1 Ji 5 OfiF i (— R A 35 1701F) < http://www.nanbyou.or.jp/entry/51
FFI 2 Wr - 15945 #1 (R 0E 34 1701F) http://www.nanbyou.or.jp/entry/213
FFI FAQ (J<®HHE M &A% ) :http://www.nanbyou.or.jp/entry/387

— 43 - (BEhi 2016.9)



anh

S

[ o GE o B
BSE bovine spongiform encephalopathy 7 YRR INE
CID Creutzfeldt-Jakob disease Creutzfeldt-Jakob J7
CWD chronic wasting disease 18 M VH FE T
4CID dTlra mater graft associated Creutzfeldt-Jakob ISR % Creutzfeldt-Jakob
disease
DWI diffusion weighted image £ GG TR
FFI fatal familial insomnia BOEMEFRVEAR IRE
GSS Gerstmann-Striussler-Scheinker disease Gerstmann-Striussler-Scheinker J7
PPS pentosan polysulfate XM RYYALT 2— b
PrP prion protein 7V AV EH
PrP¢ cellular prion protein EFEMTY A EA
Prp% scrapie prion protein HEA ) A EH
PSD periodic synchronous discharge JeE] FR A ) S A T
RT-QUIC | real-time quaking-induced conversion R R [ R s
TSE transmissible spongiform encephalopathies A B M v oK b i
vCID variant Creutzfeldt-Jakob disease 75 $EAY Creutzfeldt-Jakob J7
WHO World Health Organization HE SOk P B A

— 44 - (EER 2016.9)




