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I. FVAVREF?TIAIREESZET HHN?

(<1 —]

o TVAURIFBRERFIIVAVICKD AR ERLET, ETHECTHENLGCHBEHERBRED—
HThd,

o TUALDKRIKIIEEER DT)A > ZERA (prion protein: PrP) DILAEBENEILL TELDHRLR
PrP TH %,

e ErDTNAURFIEH 1 A 100 BA-FEDREET., (DIME M Creutzfeldt-Jakob &
( Creutzfeldt-Jakob disease: CJD ) (R B FBH) . Q EGEMH[ K K % CID .
Gerstmann—Striussler—-Scheinker J& (Gerstmann—Straussler—-Scheinker: GSS) . I RIEEA
ARJE (fatal familial insomnia: FFD) J(PrP Bz FEEIZL D). Q) BFH[ER M CcJID ((HEEF1E
#% CJD (dura mater graft associated CJD: dCJD) 7% &) . ZZEH! CJUD (variant CJD: vCJD) ](F1)
FUOANDEEIZLD) ITHEIND,

o CJD A TR RETHEDHBFMAER GREE., SAVO—XRX, EBHHEELLE)ZRITH.
EEE IR IR EATIE D IEHMBBIIZEET B,

o RAMEEIILL, MEM-ZHMVEBER. 7 T7ETI. ARMENCRERIEEZ(THILENTE
%,

[x x]

(1] FuAmeF?
1. FUAUEOBE

VA P YRR - 7 U A (prion) (Z KDY CHIE 72 MR E MR B O —HETh D, FFK
H 7299 BRAG ) DAR 2EMEHE RS IR IMJE (transmissible spongiform encephalopathies: TSE) &6 FF TS, 7
VAR OEEZ B X TREET D NBR LB EYYE ThD (R 1-1), VA DO ERS 1TE FEOHM
EATHD PrP DEMIKRTHY, ZIUTLD T VA IREFEF (VA ARG 1F O 722k~
B h TR,

TE# 7o PrP (cellular prion protein: PrP) (&, 5 20 Yetafk L ICH DG T2 Do BAL, EITHX
AT, D ETIZV AR TRIALTRY, o7 7 — B REZ M CTRYEMEDORVWE A TH D,
PrPC 1% 253 TI/BORINTFRELCHEASN, D 22 TIVE (7 F VAT FR) BEIFRIEC
BrEsh, SHICEIRRTEIC 230 FIEEOALELC GPL 72— M MEND, 181 KON 197 7 F TR (T
L TH D, 5 51~91 FRILDOMNC 8 7 /B D KB FLI N TFAET D, — J5. TUA LI Tl PrP©
INT T 7 — PG ME DR YT 0 ) A% [ (scrapie prion protein: PrPS) (225, MPICEREL
TR 2 B 5 LS E 37 5%, PrPC 285 PrPS° ~iE#E PrP OSLAREED L THY (B /“‘]\*%L
ICETeEINT2D) | TVA VYN > PrP® LIl U715 M PrPC 1%, PrP> A5 L
PP [T S ZE BT D DEE X BN TN,

PrP® OREE DEW LT VA AR ORHEDOE N 55, PrP s F DO %R (3R 129, 219) 137
U9 DFR RS IR 8T 8 BT ARME T VA IR I B L T D,

(]

BT, 70T 7 — IR U TRk & 70 s M2 R 3 IR LR A 70 VRS % 77 A2 9 O — B 23 "variably
protease-sensitive prionopathy" (VPSPr) &L CT#HifF ST % (Zou WQ et al. Ann Neurol 2010;
68:162-172.)




®RI-1. TUFUHEDHEE

R B i E

A BYOT ) F9E
A7 LA E— (scrapie) [
7 HERBIRIME (bovine spongiform encephalopathy: BSE) A%
2 PEVHFENEZE R (chronic wasting disease: CWD) v
2 AR IE E=
Rtk 2 o 7 JIE 24
[ESAR

B. E hDT7 U A5 Bk

Frg PFE 1 Creutzfeldt-Jakobds (CID)
"Variably protease-sensitive prionopathy" (VPSPr)*
BARME FREMECID
Gerstmann-Striussler-Scheinker)#i (GSS)
BAENEF AR NRAE (fatal familial insomnia: FFI)
A 7 —n— (kuru)
)R MECID (RS, FRERIA, MR, IMMEF i)
ZEHAICID (variant CID: vCID)

2. EbDTUA IR

ErD T VA AFITORFFEPEIIEME CID]* R A | @B ASME (PrP Bix 14 R ICBE) | Q%
PHE (TVA L ~DOIREFIZED) I KBEND (FI-1),

TUAAFORIELRIL, A0 100 T AHVEMIZTIATHS 2 bREOY —_AFRZBITF5
AR O BEE T, IVFETE CID 76.4%, IBRMET VA 95 18.7%, HEAFMET VA 9K 4.5%DIETH -
7Z(E I -1), HAEOEENET VA EIE vCID 1 ° &2 &, 3T dCID THY, dCID (T FEDH
BIZLDBFI ARG T 5L 144 B THS (2012 4 9 ABAE) , B OBKBEOME LR -2 1R
7

OI-1. CD H—ARASUREEL (1999 F 4 A 2012 5 9 B) CRIEaSNT-
TYA % 1915 BIDHEE 948




RI-2 ErOTVFHEOREOHE GFHII R HREDOHEFDIAESR)

(1) 9MF&M: CID (sporadic CID) :
ElT%@ﬁ%ﬁ@@j’)ﬂ“/f MFEE CID O BIEE, FRAE, FEB) JCFA, 175 H % CRIE, &5
ﬁﬁﬁ-‘ﬂ% HERINIRIE S . A 71— X AL E DOMRREMIE RN EIRITHEITL , %) 3~4 72 TS
S, — 7T B IIRR IR 72 HETT A28 IR BAFAE T 5, R DE W T, PrP s 2Ry
129 LT 077 —BHEGIER G PrP OEVIIEIEL TWD,

(2) BABMET VA 9% (genetic prion diseases) :
BARMEZ VA L3 IE PrP AR T OZ RISER L, ZHOERPEONTND, BB TE UL Yo o AR E
R THHN, MBI E RIMEL B LA L TOTHOIER P, BRIICITFE R NITRIES 2807220
MEFIEL CRERESNIE R H D, ZROFMEIZIY, RAHEFT 2SR T PrP 7InAREEA A
5HO[GSS JEH ], CID BEOEELFH#Z R 9TH 0 [CID JFA (R CID) 1, bk rE R RE
(FEDIZ KRS D,

(3) J&E154: 7"V A5 (environmentally acquired prion diseases) :
RFVET VA IFIL, T VAL ~DIRERIC LS TRIET 2, DORETERL TOLM BT CID (dCID)
13 VA ANG RS MR AR ORE O BARIZ LD, &R CID (vCID) (X, Vv D7 VAU TdhD
T AMERRIMAE (BSE) (Z{5 RS NIZE — T O DARTE DN E 2 DI TU D, DHNE D vCID 13 35 [ 2 41 1
FEFIZ BSE {5 Y DY RI DB S8 i ~DIE R AZ AL T,

[2] TUAUREESBRT HM7?

BII-2 (Z2 W ~DiE 2R d, BURIEEZ 0T RS T VA RO REMEZ 8D Z L2 Wi D5 —
WTHD, BHEITIEOFRIE M OMRREHIEM AR T CID MBI LIS, Ll iRR IR 1T &2
ARG IEIIGI 3B | SRR O A VR B OB B T TV A Rz BN A NS, SHIZ,
W7 IR I (SRR B REIE . JEALIERSE) D4R | M (4 . MRI, M REHE ~ — 0 — . PrP &151)
AT RAC LT MR B ARSI, TVA ORI ZZ W2,

LIRS 5L CA APEDNERA SILTARARBTIE BEEI T2 FHER) - SRR 7 7 H N EE ThH D,
BUE, PrP D THRRBZAE A L LI IBHRIE DB R T TH D,

RN ISR R O LIE R OHE S RS,

RO-2. TUAIREZEA~DER

CJD: Creutzfeldt-Jakob & . GSS: Gerstmann—Straussler—-Scheinker & . FFI: MRS EREE .
RT-QUIC %: real-time quaking—induced conversion (& (2&E AV EADERIZLIERERHE)




B8] FUAURDEE - RiEXIE. DEXIE

T VA R E R BRI R B ESN TR, ERENREZITHIENTED,
HER G SRR — L= —D HP (23, EREBIA SO — MR K OEFRGE R 715 #H
MREh TS 4

YaZFEY R —bpo b —2 D HP IZBE FIE X BER P BRSN TG 2,

FFEHEIE 7 VA AR DO —_A T AL E B CT VA IR OB L FEEIT>C0D, CID H—g
TUAFRBREIEL T CID Y —_A T AR BB #E D3 E D D5 HE T IR0 CID 14 B =
SICEH R (BBRAELE G L) 22T HIENTED O SOITBRERLFRITH T 5 0B BT
ST S,

TUAIRILE 5 FRGYE I ESNTRY, ERIEZ WL 1B LN EERTIZ 8 T 2 ZE3
BTHESTOLNTND (i 2
http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdf) , 7235, Z'VA L JHDIE
ez, FE AR DO TG T B R R ICIT, SRS LA B AN EE Th D, 7 VA HRAEH
DFNEE I DWW TR AT EE W FEBED SR 135 T B, Fio, B ABthisk 7 VA Wi
BIOFR D 2N A . 7 VA ARIE GRS AT RTREZ HE s (2 DWW TR BEIC VAo
DA[FETHD (WG TV IR — AT AR O T I T 2R e L H 5 =
HP : http://prion.umin.jp/index.html) ,

X k.~ 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. HEREHELH— AR—23—(http://www.nanbyou.or.jp/) :
TUA N (1) 7aAY7 /v h-Ya7 95 (CID) (http://www.nanbyou.or.jp/entry/80), (2) 7 /L AN« AREART
— vy A B — % (GSS) (http://www.nanbyou.or.jp/entry/88) . (3) Et 3 Pt F W& ¥ R IR AE ( FFI)
(http://www.nanbyou.or.jp/entry/51)

5. PazyEv AR — Ry T —2(http://www.cjdnet.jp/)

6. JRAETHBFAUITEE MBI A HEATEAR BRI ZE R VA K OB FENE Y AL AREGE 2B 55
FHEWFIEIE ] - [ TVA AR OV — AT ALY T BB T DA A FE 8
(http://prion.umin.jp/index.html)
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o MEMT)AUKIEHENTABEDEVBIEEAEERETHY. FEM 100 FAIZ 1 ABEMNSKAET
%)o

o 60 MAITHL MBS MICHASHGEITEL,

e Creutzfeldt-Jakob J& (Creutzfeldt-Jakob disease: CJD) B E | TIX R R IZHEITT HEBENMEREE
FITMA. REEE . /DINAEIK., AR/ EEANBER. SAIVO—XRXZEL. By AUAICE
BMESICES,

o ;K £ E EATEFHA 4 IRE (periodic synchronous discharge: PSD) . BEER MRI ¥LER5REE &
(diffusion weighted image: DWI) TORRERE - EEZODSES. HEHEEAPOKRIVELD®
14-3-3 EEDHENZHDSE LGS, FFRBNGEREREZE T HES TIXERKRZETN
R#LTHZELH 5.

o JA>ER (prion protein: PrP) AR 129 £ R L TOTF7—EEBIME PrP DO IR A T OV MR
WHRRZEAEOEESENBRKREBOREMRELLGIREL. MM BA G BB EER KR
HMRZET %,

(X x]

EROIMFENE T VA5 1 Z A CID 5 &L OY VPSPr (variably protease-sensitive prionopathy) Tébb) |
BENRIGRIE DR WBBEHE R TH D, thd~ )ﬁ/r@ﬁ 8 HlZz 5, PrP s FITAERITA,
100 5 ANIZ 1T ARREDRIEL . FIERIT AT —EL TWD, £<1T 50 %L ETHRIE
L 60 &R TORIEN LD, 80 Eﬁ%if@%ﬁfﬁﬁ%ﬂé K5y DIEFNT LR AR IE L | 2L
A NI IS I 5 122 5, R LR A4S (World Health Organization: WHO) D 52 W 55 %E 73 i L
B VB (FEIT-1) " 2, K?Kﬂﬁﬁtﬁﬁ%ﬁ%’h THEHLL TG P #Eﬂﬁ”ﬂ’)ﬁ%ﬁf#ﬁ%iﬁ“éf
BT RZ W S R B2 A b HY 4| HEE 2 IR BRI B B MAETHS 27, FHELEIC
R F2 B D IR F MR IR AL AR IR . 7 VA — A, PrP (I%bx%n%ﬂés

TaT T — BN PrP XV = AZ T ay MEHTIZED 1 BLE 2 BUNTST BN, PrP B s ARy
129 2R (AF-H = ZRETHRO MM B R Z~T TR MV AL XY Z2RE TR VV )
EDFI G HHEICIVINIENE CID 1 MM1, MM2, MV1, MV2, VV1, VV2 ® 6 BT/ EE L, MM2
TR L3 B RS BT LA 50 MIMI2- BB TR & MIM2-#RR TR 3 1 B s (R TT-2) 6 MM B A3 S5 5 708
<, MV B LR 2 RN 72 CID DR AR H Lkrféﬁ)ﬁﬁ;’i’}:ﬁ‘és 0, MM2-R2 B A 3B AVE & T
T OREREATIE DR A B L | MM2-FL IR T AR R 28 P i 0 AN FE M B8 M AN MR E & R 1 X AL D i 7
HEARN RIS 92, MV2 BT ICFRIE R CHRIE LB Rk %2 325, AT V2 Bl i3 T Th
D, VVI BloH g FARN >,

BRI AR 1L 3 ST 6, & 1 #ICi3E S0, 2»60% DFENIEFEMEOK T, PR R 15
O A DO FERE RAVEIR DO, 55 2 WNITFB A EERE E 2N 2 ITHETT U, SEAR IR /SE RSN BRIE
R IA T —XARHBL T 5, ffﬁ#%?ﬁ’ﬂﬁﬁﬁf iﬂﬁ%ﬁ%ﬂ“@mL oI IO B D B, /NI I A o
W, CAN=7 HPUE, BISRISENROONS, 5§ 3 HHUITEEMEE S L7220 | bR A2 B B O H
KGRI 2 35D, AT EN 1 FLL EAGFT D, BMEERS (2R S FTORIE IR K AF




EDFETRL B R ESLCHE AR IAT O A RHERIE I L EE M S TR MM T 55 2
ST &

RIM-1. PMFE M Creutzfeldt-Jakob JF D S Wi E 4

L PERPB VS TND 2 WAL HE (Masters 5 ')
A. {52451 (definite)
FEEO 700 BRI L . FI2 XY = RZ T my N Y A 1k T B VA R A A,
B. |XIZ#f 5] (probable)
JRERFT ATV s LT OO 1-3 237297,
1. BdET YRR AE
2. O ATEHHE P 2 AL EERTZT,
a. IAT7E—XRA
b. R EIT/NIKAE R
. BEIRES FI- 1T BE RS EEIE IR
d. MEEmES
3. MU TR MR R AR (PSD) 23880 5,
C. &I (possible)
EFEDO B D 1 K2 Ziifil= 925, i 1 PSD 2 R<S 8

I K72 W AL 4 (WHO )

FREOZWEAED C DRV (possible) (IZ A DB T, Ik _E PSD 237e<Th, IMAF#EE T2 14-3-3 B H
SHERIRFRIE S 2 FARTHOH G | 1FITHEFE B (probable) &5,
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[4<1)—]
o HREHTIVAVHEOBDEISSOTLBRER BBICMA . BEREL THERE MEBERE-
BRRENERTHD,

o MEMTVARDLETELEIL Master DIZETELE 'ZELIZWHO DMEE 2(RI-1) S —A%
MIZRIASh TS,

o ERBRAETIE MR EH (FLAR E{E. ILEERAEB)NE R TH S,

o NEMAERECTHEMERERDD 14-3-3FBHLBRIVEANFATHY. 14-3-3FBADKRENT)
FUREZMBED—DELHTULNS,

o MMKRETIERALMERHAMME (periodic synchronous discharge: PSD) h\4HMIFF R THY . TV
TURDEZMBED—DELEH>TIVD,

o FEITARFTHELTMAEMT)AUROERKREY - BHRYBICE>THERE KERRRE KR
BEORELELGD, T, ERRE -NEWERE - BERECTMRET VA URICEBL- B
RENHLIDT. BWATEHIENEETHD,

(X x]

I VA G OAFE 2 1%, HEE (MM, MV1) SFERG] CID (MM2-F2 /B8 . MM2-1H R
MV2, VV1 | VV2) IZ/3FETED (55 11-2) , #RIE] & I BHIR51] ) i AR SEE DR « B A ok i « A A 0D S B (1]
15« IR BEIR - BT ) 720 BN B W TEE LR T FUI W70,

(1) EREREER
AARIZEB T HIFENE CID DR R G2 2 N-3 12T, BRIRBITIIENE CID DX A 72l TS (&

-2)%,

1) A (MM1, MV1)

SR I TR AR BE R TN %, A7 e — XA MR R /NIMER, HR
3-7 WHIEE CEBESICES N (FKI-2),

2) FEILE] (MM2-FE R MM2-FARTL . VI, VV2)

O MM2-FER: MM2-FE AT RATROKEEZ2E O B RERE 55040 DR IR 72 & OREARER A 5
FTHENEL  FBREITIEORGRZ RS 20 (F 1114) , S5I10K) 1-2 FEFRLE TR E | B S
BD, RHIRIL 24.7 » H LMD TRV,

@ MM2-ARPERL: MM2-ARGRT > 7 8 3 RIR, AR s | R RE R | MR AR 2 e %
W, TR 18.5 7 H LR BENES 122600V —Ab 5 D,

@ DM (VV, VV2) : VV1 TR THi T D, FEIREITME CRITEHIZBR G MAE D S U, AR
I —XRAE T D, VV2 ILKRESTA R, Sl TR ES 775, 347 — XA
1/3 TRE, M2 TPSD 22720,

N

Haeaiil, K

<l
Ei
o
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RIM-3. BRIZHEITAIMEETIAE 922 FTEFI D45 (Nozaki et al )

MEEETIA5H ERMET VAR BEEET)AHE
Bxlt 381:541 30:60 97:119
SEREFHD 68.2+9.6 56.5+16.0 65.5+13.9
T JR AR 46+79 57+43 155+214
INIRE AR 51% 77% 52%
FEFRAEIR 63% 63% 55%
HEATHRAEEES 100% 98% 93%
RERE 42% 43% 18%
2FH/n—xXR 94% 87% 58%
SEARBRAE K 64% 66% 53%
SRS ERAE IR 68% 72% 53%
aRy 129 DEE MM552, MV:14, VV:4 MM52, MV:2 MM168, MV32
aRy 219 DB E EE:561, EK:3 EE:49, EK:2 EE:189, EK:3, KK1
fibiif £ > PSD O HHIRSERE 97% 66% 36%
MRl TOSESEE DL 82% 68% 79%
14-3-3 BE DG 4EE 87% 83% 77%

RI-4. MM2-RE R DEEKRE
1-a. BARIZEITS MM2-FRERORERKEDEELEHGEOL °)

3] FESE 7] MREER
1| k% 65 % 577 RAAEIEE | RAIMEEES. MARER ., TIRE
2 | &% 75 &% 57 SR FRAMEIR . RRAIREREIEE . 34 /D—X X

1-b. BARIZETS MM2-REEDBRENDFELH GEOL °)

B BEMR | wepscammg | RO EBTEMADET
(4 PSD 14-3-3%FH | KNEE EE# PN A= HEEZ IR
1 + - + + - + - -
2 + + + + - + - -
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2-a. SETO MM2-FR BRI D 12 FIDERRIE D
F &8 (Krasnianski et al °)

2-b. NEIZHITHAMM2-FEEDBREDEED 1

(Krasnianski et al °)

LTI FRENAE 12 (100%) BREE (S ER)
IAIO0—XR 11 (92%) KK E 1/2 (50%)
Yi R sR ER {8
HERERAE IR 10 (83%) HE¥ 1/2 (50%)
FERK MRI
SRS ERIE LK 11 (92%) N A 1/3 (33%)
FLAIR
S ERAE IR 8 (67%) EE® MEATLTULMVERLY
HAEEE 4 (33%) RS 14-3-3 R 10/11 (91%)
RS 8 (67%) B& waYES 8/10 (80%)
SRS R 4 (33%)
— 2-c. HNEIZHTDMM2 DIREDFEED 2
TS 4 (33%) (Meissiner et al'')
HELVRE 4 (33%) R (EiEER)
thDFEHR
BEEE 3 (25%) i KN &E 17/21 (81.0%)
— b G ETTES
5B 2 (17%) EHE# 14/23 (61.1%)
MRI
R FAE 2 (17%) KR E 13/23 (56.5%)
FLAIR
BREEE 1(8°%) HER 11/23 (47.4%)
A& [ .
posed 14-3-3 BH 13/21 (61.9%)

(2) BEZ (EGERE. HEBRRE. HERE)
M T VA ATORAIEE L THIGMRA, B BEIER A, IR A ST b5, IFEME CID O

HA TSR E DR E TR D,

1) WA : MR % (FLAIR [ifg, SEHORFAE () R\ L Beaaim 42 A <o > 1 1 2 (-1,
K 1I-5) , BRI 7= Big T AR 3 O B b HY | hOIRBDOERAA P EZETHS (K 1I-1),

KII-1. Creutzfeldt-Jakob % MRl (HiEis&AE %)
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FI-5. INFEMHE Creutzfeldt-Jakob FHED 2 THID MRI TOEEEESDRHEDRT
(Meissner et al "' HZE)

HE E(::: Bidhh]
24T
MM1 MV1 MM2 MV2 Vi1 VV2
JiE 15 31 98 19 23 30 9 32
‘ 655 62.8 555 63.2 42,9 67.2
FAEFE ) (39.4-84.6) | (38.6-80.0) | (33.3-82.4) | (49.4-76.9) | (19.2-64.7) | (42.6-80.9)
22 23 10.1 6.3 56 37
MRI IBE B ETORRRE
BEEZTORMBMMN(R) (0.0-55.3) | (1.3-12.4) | (0.0-244) | (1.3-226) | (2.0-14.3) | (0.0-24.8)
KBEEIZEITSD FLAIR 319 66.7 56.5 432 875 143
EBESOHERE
(%) DWI 64.1 875 81 63.6 100 522
EERIZHBTS FLAIR 65.8 66.7 474 68 14.3 72.4
ERESOHERE
(%) DWI 69.6 75 61.1 8158 50 82.4
FEELAFNENHENDE MM2-RER TEAMEE CRSESNARHOINDICENEL EERTEREESERHIKVAIC
H5.

* % CORRETTIE MRI DR - #7E - fR AT D = DIREEAL [FSNTULVELY,

2) MUAFREHRA 1 14-3-3 B AR EEE E O —2LLTNALN TS %, HA S Pla—ay
/X CID =T RT =T 51013 CID B DM T D 14-3-3 B [ ST E F N2
BN THHEME LT 'S, CID 72 A7 B 14-3-3 & A LRATE ADIREEIZHOWTITRRS P&
111-6) , 14-3-3 & A A& FIE CID LIS O R TR+ #0355 ' 18 (R 111-7) , Atarashi &'
I, BRI AR H SRR TS (RT-QUIC) ZBH5 L, CID 38 OIFESEIR O BFR 74 &

HERH 228,

FI-6. IMFE M Creutzfeldt-Jakob FEAA TR DN EHRREDELFEI—H— DT
(Sanchez-Juan P et al '® Tt %)

14-3-3 &R wanEB S-100b EH NSE
/4T BiEE | EAIRR | FEEE FEI1R [Pl FE5I Bt | REGIRK
BRI 93% 411/443 93% 271/290 89% 187/210 79% 63/206
E] 3 Eich ]| 85% 350/410 83% 245/294 78% 180/231 68% 150/220

a. IMEMET)A K (EEF) DINEHEREDELFET—H—DKRET
(Sanchez—Juan P et al '® &%)

14-3-3 &R #waoER S-100b EH NSE
B4 BBiEE | EGIR | BEER | EGIHK | BiEE EFIR | BBHEER | EAR
MM1 92% 129/410 98% 92/94 91% 74/81 75% 48/64
MV1 91% 10/10 67% 4/6 60% 3/5 100% 5/6

b. MFEMT VA 95 GERES]) DNEREREDELFEI—D—DIRET

(Sanchez—dJuan P et al '° X %)

14-3-3 &EH ek {=| S-100b EH NSE
24T BHiEEE | EGIE | BEE | E6IK | BiEE E 513K i | REFIR
MM2 78% 7/9 86% 6/7 100% 5/5 67% 2/3
MV2 65% 20/31 53% 10/18 65% 12/20 50% 6/11
VV1 100% 6/6 80% 4/5 33% 2/6 50% 2/4
VV2 90% 27/30 88% 13/15 100% 12/12 91% 10/11
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RII-7. INERERDD 14-3-3 ZEALBEETITVA U REER T REHKE (Stoeck K et al ')
a NEWHEDD 14-3-3 BANBHDOESRRH

(E4E [P1E
EX7 3 -
FEIEK % RE{5I 25 %
HEE RS 3009 2794 92.90% 142 4.70%
RIEEFRE 785 601 76.60% 151 19.20%
EIEG AR - B ERE 342 256 74.90% 63 18.40%
fibi Z& 574 465 81.00% 87 15.20%
FEEAE (R RE 218 171 78.40% 37 17.00%
RaEE 459 439 95.60% 13 2.80%
REERE 481 438 91.10% 36 7.50%

b. RNERRPD 14-3-3 EAMNGIETT VAU RER R T NEMFERE

=4 (]
EXLN
REIK % Pk %
Alzheimer EZRANE 932 851 91.30% 54 5.80%
i o 5 14 ERENAE 169 144 82.50% 18 10.70%
Lewy /IMAZYERRNSE 358 331 92.50% 19 5.30%
AIEERIZE R SR AN IE 162 150 92.60% 7 4.30%
EE=a1—O K (ALS 28 T) 10 10 100.00% 0 0.00%
% R EMIE 74 68 91.60% 2 2.70%
KR EEEREEE 57 56 98.20% 1 1.80%
Huntington £EEX%% 32 32 100.00% 0 0.00%
IEE EKEEE 16 15 93.80% 1 6.30%
Parkinson %% 140 134 95.70% 6 4.30%
EITHEREERE 62 60 96.80% 2 3.20%

3) JW R : Steinhoff & 21 122N 0> PSD DM HYETIE, PSD IZFEAE R 11T 45%73 ., Fadtic
90 %35 MEZ R U7, drHLAY CID CIIMMIE I A Tl mIRIEAR I 23 38D B AL, IRV NT PSD MRS
U, B PR ZIARIRIB AR 2705, PSD D HEISAE X CID OX A7 Cm#ifIc LT B,

(3) i

WHO @7 31 % (£ T-1) 23 AL b TR, BIfE B ARDH —_AF L ATIL WHO B2 L 12 £ H
LTV (R 1I-1), #RECIXZ 0B W EEEITA H THHN, FIE R0 ] Clria2 W L vE Tk
+43Cld7e<, BHE MRIJEHGERF B2 5 O -2 W EEO W E DL E Th D, EERICT—ay /& [FHoO
TVA AT — AT ZHF5E (EuroCID) Tl Zerr HAMEMEL 7= MRI 25 Fe 713 CID D72k L °
ZH LT 722 W B GG Th D,

(4) &&IZ

IFENE CID O Z 29 DBUARTET VA AR NEAET D720 IEFI TH- TH 7 VA E HEIE T
BADNMETHD, £z, MRIILHEGRFE TT VA IRITIBRILTZET A A HH6, EEATHERRHE A
2L, A/ n— XA ARREEEE S DL FI70 8T, IR R 2B 5708 | EEORAZH
HEDETZWIEEZmOLENEETHD,
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V. BT A %R

a. ¥t &%

(<1 —]

o BIEMETIAUKEIL, EELT A2 ERA (prion protein: PrP)&a—K$ 57V ERBELGFD
ZEICKYELDHTVFUH T, TRERREMERIC LY HIFEME Creutzfeldt-Jakob 5 (Creutzfeldt-Jakob
disease: CJD) [ZFELLDIEIRE 2§ DB R tE CID. B HE/ N ZE M W IE M FREL £ IFELILIR B
MNEEERLY Gerstmann—Striussler—Scheinker %% (Gerstmann—Striussler—Scheinker: GSS) . fRIK
BUANFE M CID ITRITARRAGE BEMBERNBIL DB REMEFRIRI (fatal familial insomnia:
FFD [ZKAISh D,

o ZHDELRTFEEMNHMONTLSH, BATIE VI80L, M232R, E200K, P102L TRFZEHH D,

o TEIL. EEBREBMEERMETHSH. VIS0, M232R(FZIFEAERKEREIEIMFEMECIDELT
RIET H-DEELFREZLETNIEEZEIE DALY,

o BEMTVAUIRLREMEEH D126, MFE M CID LAKGFIFENVETH D,

(X x]

BEAGMEZ VA LI, IE#7D PrP (cellular prion protein: PrP) 221 —R 4% PrP s - DA R IZ LY
HUBTVAAFTHY, TRBRHRIEG IV CID (HERIOSE L B3 D st CID, AR/ Mk
TS MESE PR M6 R L B LGB SR SRV GSS, IR CID (2Pl TRIRZR Y B AR E
KDY E LD FFHCKBIENS (RIV-1) . TIZENOERIRIRIDJRIK L0 DR 1A HIE, BIEE TIZ30
FEAELL B 28 B LRy 51 35 91 D 8 T /RO L (VB —h) BRALIC 15 FEEED K I -4 AR
BHENTWD B3 (IV-1) , Z OB 3R 2 TAREICED R0 4 A I &M CID 2535 VIS0l
(TR 180 DRV IHAY OAL AT EHR) | M232R (AF A =0T VX =) | E200K (7 V23 ik
MHHYT ) L GSS 2T 5 PLO2L (7l bAoAV uA ) TRER % 5 (KIV-2)

BEEALL CUTH R AREEEERERE L), BRERITIEROHICIVER>TEY, HAT
BEEEDEN V180T & M232R I FRNICRIEF 1 XIFEAE R AIRME LU CTRIET D, Fiz., RILER
TEBTHVRNOERDEER B E 952050, IEFIL & O 2HIE B T REZITHZEN
BELLY,

RV-1. BIEETIAVREDERFEEZORERELHEEFER

(1) 1E{BE Creutzfeldt-Jakob J& (genetic Creutzfeldt—Jakob disease: gCJD)
R148H, Q160stop, D178N-129V, V180I, T183A, T188A, T193I, E196K, E200K-129M, E200K-129V, V203]I,
R208H, V210I, E211Q, M232R, Codon51-91 ins

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

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

(4) Zhfth
Y145stop
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BV-1. b EERMTOEEETIF UV EDOEGFEROBE

HNV-2. FUAVEBD 1 —YEERFERLGLUTICRIGER

EADNEEZE TANERRHERERLAFIONEICEVER,
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(1) V180l Z£IZ&k 5 CJD

FIEAFWBIL 44-93 75% T\ FIKD 76 ik & lin T WIFIEIRIZFLE N IR E | REEPRATRE D IR bk
REREE NS AT — XA MM, (R BEE e 8N EI TRIRICEIT T 5720, Alzheimer 5 &74
PN TWBHEILB D,

(2) P102L Z 2 GSS

FEAEAEWRITT8) 53.7 1% T A 90% 3R TR 72 & O/ INIMIE IR CTHRAE L 2-3 4 RIS T L7 12 LSRR ANE
I — AR EBIMNDLZENEL, INTF PR MEE SRR S0 30, TR R, i
O T WIS 728 DL ) R DRRD HILD, 7272 LIREFZIE CID BROEEEZ R T HIbHD, 7
FEER DN D/ MR FRE CRRAE D FHEIEE LPEIL | SV E R GRIB FRE 752032 Hr |
VB THD, R 4-5 FLEL MIHNTITRAIEDR 2V ) | iR O LB T 4a—T
THREITHY F7°Uﬁ‘/ﬁo>4fwf\“4’?‘/x&z§2%%% (BT AN ICHE CIXE BB
IZHIRE TS,

3k

L KIS (RER) : VA B KUNEFEMED AV ARRYE. R AR 578 SRR M B SO IR IE 2 7 A L B ONE
FEMED AV AEIELC B DA ZERE . R I, R, 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 EUROCJD
experience. Hum Genet 2005; 118: 166-174.
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b.52 I
(H<1)—]

e BEEMHTUAUIRILE LM Creutzfeldt-Jakob & ( Creutzfeldt-Jakob disease: CJD ) .
Gerstmann—Straussler—Scheinker & (Gerstmann—Straussler—-Scheinker: GSS) . B3R E AR
JiE (fatal familial insomnia: FFDIZ $E8& %,

o KIDEBEEET A VFETEIREERNZVNWISTNEVNDTEWRIZIIECTFRENVLETHY., &
ZEDIEE(L V1801, P102L, E200K, M232R, D178N DJEIZZ LY,

e V1801 4° E200K TIXEAES MRI 1k ER5RSH E{& (diffuaion weighted image: DWI) T, Kb B P E E#%
[CEESEIERDHDIIEN S P102L ° E200K TIERIEREEOEEFVEEOEEERAC, A
EHAREICE TS 14-3-3 EE.WNEHROERER T )AL EA T EEEIEE (real-time
quaking—induced conversion : RT-QUIC) &G ENFRTH S,

e P105L > D178N O FFI TIXFHMGERRIERASEIZLHEBHN S, V180! [FFFEEMRIE
BHOLERLIDIGEENH AN M232R (LB FRERELZ LGV EMFE MY CID EDHE AL TELLY,

(X X]

BRI R LB M CID, GSS, FFI 2SIV CVAGERIV-2),, P102L &R Cld CID £#ROIERE
ST DHHAETH GSS EMEATND 27, R OBGHET VA AR TIIFERE D 2N A T NN D TR
I G FRBOLIATHS 4, W2, ZUA L& A (prion protein: PrP) 515 & 3 AHFIE 23
STHTVAUIF TRV ENHLD T, BWTOBRIITER B LE THDH, AR RAE DL R I
T %, Bint CID D2 A HEIL CID OFIERE A A5, HDHWT CID #&72F PrP Bin FARE A

T HIER T, ERAERIFIIIEM: CID (2HET D,
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RV-2. BEET VA VB THRESATWSEL T YA VEB PrP)BEETFER LBRRFER

PrP B FERE FHERRREE Xk
arY 51-91 fEH DR CID %° GSS A T DIREEL E SRR RfREEE Owen 1989 °, Goldfarb
TFRREEBFIER~D 1991 ® Goldfarb 1993 7,
8-72 7I/ELIEA. 16 Laplanche 1995 8 van Gool
TI/BRE 1995 ° Beck 2001 ', fth
P102L GSS 21 T DGR IRIRE Hsiao 1989 "', fth
P105L GSS B4 T DGR R IR Kitamoto 1993 2 4th
A117V-129M GSS 24 T DGR RIE S Doh-ura 1989 ', {th
D178N-129M FFI DERERRIE(E Medori 1992 ™, 4t
D178N-129V M CID 24 T DERRREER Gambetti 1995 15, fth
V180l CJD HRGIL LB L TRIREST. BRRKELLSE Kitamoto 1993 2, i
E200K MM CID 24 T DEEKRFEE Goldgaber 1989 '°, it
V210l MFE M CID 24T DEGRRIFIEE Pocchiari 1993", {1
M232R MEME CID 24 T DEERRESR H DU L L BB RITEITTE Kitamoto 1993 2, {h
w9l

(1) V1801 ZE CJD
SHE8 MRI 23 FCTHY, DWI TIHIIE BN IAEE L LRI 2 BV 2RI RN 2V R

K, BERIEL 20D EE B & RINEE 2R FERICER T 552 23 25(X1IV-3), FmEmFiE
T WIRIERITFLES I E D R 2 Th D, fRIRIREATE IR A A S/ 282D Alzheimer BUFRFNE L
ZWISITWNDZENZ N, ikl 5 I [R5 (periodic synchronous discharge: PSD) 1349 12%,
MR RETE 14-3-3 B8 134 70%D B3 T %, RT-QUIC 1ED M MERITH 37%E KA HITlEan 4,

HIV-3. V180l ZE:&{= CJD  MRI HEAL AR EI&

(2) P102L Z=2 GSS
FHES MRI CIIAIENI I b ZZRD D ED D722 A T Tl SERFIEFERR L 53.7 &,

R IE O Hitslcl Jﬁo@%ﬁa‘é{tﬁm BHHZER, BBRNE NV ELVZ N EETHS *, A/
PERE LW S IV TODIEFIH 2\, K 90%A3/ MIKFEIR THRIEL . IA 77— XA ITH 30% TiRsd, Mo
LR 2 R AIERL 5 1, CID OJERIZ B ARERIG D 7a <A, BME b PSD 13K 23% . kR
17 14-3-3 B AT 25% D3P E T D, RT-QUIC {EDGERITHI 88% CTH H THH, GSS D2 LA

FIV-3 ITRLTZ,
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FIV-3. Gerstmann—Striussler—-Scheinker %5 (Gerstmann—Striussler—Scheinker: GSS) M2 A #

1. 2B (definite) : EETTPERRAEE , /INIMIEIR SRV EX B2 LA 255, 7T UA VR ABRE TOEBRNTE
U, FRARIZ 3T GSS (RO R BRT A RER 3270, Foidv = A& 7y MNE) Gk f*ﬂﬁ%ﬂa%ﬁ’ﬂ‘ﬁﬁ
:Ti'ﬁ‘:*%“7°Uz“‘/EEI75§$ﬁHjéﬂf:%>0)
2. iﬁﬁ;%fﬂ (probable) : EERAEIR E7 VA E ABIG O BITFHEERILFE L THLO3, BT R B 7V
EHOFEHNELTY \m%@
3. %Nﬂ (possible) : FEHRIEN B | EATIERIVEE U /INMIER DM BRI & £ED 28, 7 VA & HE s 1
DI FLRLJF AT L« B 7)2‘/%5@@3)%7% BHILTNRNE D,

(3) E200K Z=£ CJD

SERIE T BRI TE CID SHELIL TRY, 2 TYETH D, AFBTIEFIRBE MRS TP
K 54% T, FRE ORI S\ | fR 75@%?3@5 LA R SRR RRIT 58.6 LA, I L PSD
13559 92%. BEHEE MRI {5 B350 94%., A BEIR 14-3-3 5 F1ITH) 87% Tkt T %, RT-QUIC {ED S
PRI 85% CH A THD 4,

(4) M232R Z=£ ¢JD
E@Hﬁ”m% M CID EHELL 3 D20 T4 & MM2- K B RREDRB R THI D 4 10, FIERRIE2\u =
S FRBENMBETHD

(5) it
P105L Z % GSS IIAF DA THESIN TWAE R T, FETRIEL , FEF TR T2 29501
INZE\N 202 TR IR RO G R A B0 B, BHER MRI RCIMIE I Z B E SR AL A I Tl
D178N-129MM (X FFI, D178N-129MV (X7 55 CID L& TWAH, T LH XA TERWlh 65
2B ZIEERITEY) 52.3 5 Cd D, FFl1 OBWi LR EIV-4 ISR LT,

RNV-4, BIEERBEMETIRIE (fatal familial insomnia: FFI) DE2HEL#E

1. FSEM (definite) : BERAICHEITIEAAR, FRAVE , ZRATRRBLUENRAE A7 — XA /MM, SEIRER .,
MFHEM S 728 FFI LU CHELRWEREZ 2L, PrP s D3Ry 178 DEREZH LR 129 S Met/Met
ThD, SOITMKARRIZ 3T FFUZ RO 7R BT AR 927>, EI2137 = AZ 7ty NED S % (iR
E’J*ﬁ?ﬁ IZTHRETVAVEAPRNESNH O,

2. IZITHEFEN] (probable) : FEAE NI FFI ELCFELRVEREZ L, PrP #5702k 178 DA REHF LIk
129 23 Met/Met T D78, JiELAT R« S5 7 VA & A OFEH B ES L TOZRNE O,

3. BEWME (possible) : ERIRAIIZ FFI EL THELARVWERZ 2L TWDD, 7 UA R FE R 728 300 BT AL - 2
VAR A OFEHBELICORNE D,

SRR
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5. Owen F, Poulter M, Lofthouse R, Collinge J, Crow TJ, Risby D, et al. Insertion in prion protein gene in familial
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V. BRMHTIVA U

a. ¥t &%

[H<1)—]

o EH/MT)AUIFIX. ERMNOECADELEICE>THRBLIZY ., AL BERLEELLTEYALER
ADBER(ICE-TRIDTIAVHETH D,

e BERMICIK. BEBHELGEICLIERETIAUFEL, 0 EBHIKINIE (bovine spongiform
encephalopathy: BSE)HFEMDZEEE! CJID (variant CJD: vCID), /INT 7 Za—F =7 DHI—IL—GE
NCOEFRETIAIRICHESINTIND,

o EBMITVAURIEITVAROBPTIILEEMHLLDTHD,

o ENETIEERMEITVAUIFEO R TIFICIEEIHER D Creutzfeldt-Jakob & (Creutzfeldt-Jakob
disease: CJD) HVET 140 {5l LA EFFTEL (1999 £ 4 B M5M CID H—RA S X T 1915 il 87 f5l) .
ER/UHITIAVRIEHEMHLLAREELIEELRETH D,

[ xX]
BEARNET VA A TN Z R, NBRISBIRYLE T2 vOID, RAICED Y — /L —IZ53F Chif
ML, SHICAHROMBERE ST THL,

(1) ERMTIA VIR

EIFRMEZUA L RE L TH AL, AR EL THEESLTWD 2 2N &) LLERMAVE O F
W Lo RIS ZSNIIEFI OB E R DD 3, ZOIFD, M 06k A OVEE ERIC L2 R A3 &
NTND 4 LLARE, ZhBDOMEIE, EOCHEA ICEE 5T, EFRMETVALHD 100 4%
B2 DT INT AL, FRARAS/LEHUH] > 7 LEIEAL  Th 5, fi# L, 7T A, AFVA, KEE
HlT, BHICHEA/LVE S BAIA LN TR SHh H ST BRSO BIF TRIF L7285, Izl T
WSE TR FIA e BEITERICERBE TOWENZ VO T EFiEFER 15,

(#EEF54E % CJD]

TSRO T RIA U2 A CA T2 B AT, SEARDS BRI U7 I AME FH S Tz,
1987 4ELLRMICVERLES A7 Mol AR RSE (P 44 : Lyodura®) 13, 31—t S5 [ 055 BR | 005 E i ©
BB L CR VB A 45 R — L L CRRANER B B S TE LT, SbIZ7UA
VIR DH LKA T N D BB 72 SHU TR o Te, ZO SO/l S BE (L e =
YRGB, FAETIE 140 4% 25 CID BEDNEIHL TVD, iM% CID (dura mater graft
associated CJD: dCID) B3 73, FANRHIZ WIS COTIRAEE V-1 1ZE LD T, FEBIER DS IAIZH
& &AL, R AYICH L T O BRI S W2 EN RS TOD 03, Foas[E Crdfifkim
IR (Jannetta A7) 252 1) 7= B DRI W Z LR THD O, IS HRE T OB oBIsE
RN TE OB s FRITITIE2HTaR Y 129Met/Met THHA, JFBLEANT T A RBEREFI 7S 30% i
BITHDI, FEY T0% 13T T 2D B VA4 B AR EZ ST MM EXBITERVERTHS 1,
SHITHIT- 7238 E DETELRD DAL, ZNHO BT 20 UL EOERIIR 288 TRIHL T 5,
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RV-1. FEEHHER CD FIORKNEFiHiER T -RORRESR

WEBEEZIT-AR $iE 1511 51
BalERE 29
R Eg 19
FEiRAES 17
JEERETHMm 11
KB = /1M i HE 8
EnERARAT S 7
=X R 7
fkBhARE 6
FEE S} - BE S T 1 6
N 6
Z Dt 22

(2) ZEE CcJ"

1985 B0 He[E T BSE O epidemic %, 1993 4121% BSE 589544 3 T ELL EEWIOIRTBICETE
0. FREIRID 1995 FEMBERT VCID EVIORERITIZZR T2 5T L CID AL 72, S 0E, HE D A
DFIFT-T2, FeE ST —y /3% [E]~0 BSE (YA DI L > T, BALTTZ T AN, Fiz
D NERTR AT — 1 B TEIFDFRD DIV TN D, BRI TIE, 180 4L EOBEHIZ E-T 5,
vCID &, fE2RD CID LHA~T, Rt R LA O —fiigias COT VAL ORI 0 E | — el
THRBYMENF RSN, S B ORE S EL T RO LN EE THD, 7o, FHEIciia
R 129Met/Met LIS DIBAR TR TOFRIF R TD D0, HTEGA T2 W B EDZE H 7273
WHNZ 72 B REMER DY | 5B — AT AN EE THDH, 2R 129Met/Met D vCID JEF] D72
T, T VT NTEWERY 219Glu/Lys DA 2010 4EIC@iG Sz 2 2SR Tl BAERET
2R 219GIu/Glu (=R 129Met/Met) LRI T, Wi L HEA L 3 LG ERIRZ T TRE Tho 7o,

@) y—L—"

Gajdusek 173, BRI ~DIEREITRIN L2 LI &> TR D EBALN LR ST R B THS
BNEEICE s TEPRED NI LTeZ 8T, ZOB O/ AR I HE I Lo CTRE BRI L 722 &0 B
SNTNWD, 77— —RBIEOTHR A ITHT-DTHENEL, BAZLIERTENS 50 L ERGELTH, WEE
(27— —DRIFDFBOONDENI L THD P, Fox NEEHET VAL ROBRIIZE 25 1T, 50
FIZBLSEMTHLLVIFRMMNB M ETHLZ AR TS,

4) SEOMER

R T VA R TR D1E, BUEE CTRGIERIASN Lo T ER T 5, BB, —ERE L
B SRV A R D 26 IFHNFEME CID EREIRSER - B 721 BIZX R TEZRNEWI 2L IZH D, BIETR
METIX, ZVA L IEORIFE AN B A 15D &2 PRI A2 521 CODS A BFIEL .
T VA RO B DIEESIITOD, [ERIICH , 2O X957 RIS A BB 5 Ehix Tk
X727 2 A9,

ik
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b.52 W
(4= -]

e EREM CID DEH  ERTAICHES TUFVREEICMA T, MIEME Creutzfeldt-Jakob ¥&
(Creutzfeldt-Jakob disease: CJD) DT EHE (RIM-1)ZEHAL TEZET %,

o KAETHESINTWSERM CID [FL THEEFHER CJID (dura mater graft associated CJD:
dCJD)TH B,

e dCJD D#y 2/3 [F CJD HEFITHAN ., HYDH 1/3 (£, T5—VBLEEIENLHIEHREFIT, €T
MY ECER B FAE R EAICIIAGK L ICE AR EAMERENEERLEVWIEITEET H(RV-2),

o ZEE CJD (variant CJD: vCID)D T FEMIEK TRIET 5 EMNZL, FHHICITREEREES
MEILFAZWNVGEEIFEME CID LIFELDERKREREZEL . 58S MRI ’GEEWEU?(‘#%E@*EF’WE.a
EENAHLNLLEDHEMEEMRZRL., HAREHEWorld Health Organization: WHO):2
E#(2001) (RV-3). ZNEHETLT= EuroCJD (EU)DEZETEHE (2008) (R V-4) EALTEET
%,

FRV-2. 7S5—5F dCID DEZMEHE ()" 2

PMF M Creutzfeldt—Jakob FRDHIEEEIZET DM, EMNRARIZEEZIEENHY . EITHED KFVEIREZ LIERH
1%, BRI TEEAEREATENRE (PSD) Z#BHKTH. [XIXFEEH (probable) &35,

= V-3. Z£EH CJD ZHrE % (WHO 2001)*

. ETTHE O KSR - AERAE (5

CRsEs 6 AL

LR L, MORBENRGETED

. EIFMED FIREMED 720

. FIRM: Creutzfeldt-Jakob 5 Z &5 & T& %

A
B
C
D
E
il A FIEAII ORI (5 o, A&, EELL, B, =40
B. Fii T 2 ACRFEEE (H2DWIXZE D)
C. &M
D. 3A/u—XA, aL7, VAKL=T
E. RHVE

A

B

. IR MER I i (PSD) [tk
. BA¥S MRI I CRiAIR R AL = E
v A, RHAERTRE U 4B Ak

52 (definite) : IARH Y, POMBIFEL ISR S Lo b D
(ZITMEFEH] (probable) : I BEONO45HEHEE A & B 72360
EEVVE (possible) : IBECUNO45HA L LA Zii/=3 60

I

HEE . BRERITHERELLGWD, =12, BRIREERNZER CID [IZEHIL. FEEf MRl CTHEIRERMEESEROHLLVIIT
FERTHS,
kKRN E L/, BHIRZE 1L & florid plaque ZEESEE )ALV EBDEBEEZRD 5,
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F=V-4. ZTEE Creutzfeldt-Jakob JHD ST EL#E (EU 2008)8

AN

A W

. RIS 6 4 A LA EOEITHEO R AR ROE A 975

. A B ORBENGETED

. ENHSRD FIEARFR T SO LA TR HEIE A2
4. BARMEOBIEMEERRIMIE NS E TED

B. HRRIEME

PLFD 5 SOREEDS B0 7 bt 4 D575

L. BIERIADRERIER (Moo, Rz, AL, BB, =48)
2. Fife 9 29 AR E R (HDVWNTZEDOMIE)
3. KA
4. IFI/R—RA AL T VAR=T
5. PR

C. AT A
T TE 72
FIFS L OV TR 221k & florid plaque & £ED 53 7 VA & A DILEERDD
ZOMDIRAFT
L. e SR LRI 1 i e (PSD) fk
2. FEES MR Ci R R RS 5
3. FHkAER CRE VA G

D. JEFAFT R
AT B A RSN TOAE R LERA~DERE (i f1.73 L)

ZESEE
1
2
3

1. #3451 (difinite)
A. WZESATE C. AT ROMEE WA=
2. 1EIFMESEH] (probable)
A. WAL B, BRIRIEGEAT-L ., C. WA Ok I PSD B2 LBEES MRI O MR RL 15 54
7=
Fol
A, WZESMFET-L. C. AT R CRMAERICE A B 7 VA | A MRS LD
3. B&U M (possible)
A, WFGRITE B, BEARIEFEATST-L, C. MAHT Ok PSD Afatt

(il

* vCJD DEIEFRRAIZ(X. FRIZCPSD ZEDHLHENH S,
ok BE . RHERTHEELLGLD, =1 BRREEA vCJID IZA L, FEEE MRI TRIAIERILSIESZROHLELVFITEA
TH5,

(X x]
HAEFTICHRE SN QWD ERDIEBNE T A 95120E, EJFME CID, vCID B L OV — L —D 3 FEEEN
HFAET 5D, ZOH T, OARETRIENHERSNL TWAELDIL, EFM: CID %o dCID & vCID Th b,

(1) WEfEFHEE CJID

dCID OZWriZ., FIIENE CID O WrELHE (F1M-1) 121> T CID DRWiE1TH, ZD% ., W1
G- ERAT A2l L, HIRBEE RS IUE dCID E2Wrd 5, RIS, 7 U4 E A Ein - RE T
BT VA AR EERINT D,

dCID D#) 2/3 1% 7 )72 CID OEFIK G A 24 2B Th 5 (FE7 77— 7)), —75 ., dCID OFy
13 [ IR ELCT 7 — RO T VAR AREZRD DT T7—7BITHY | H IR RE T OEE) 2L
SR LA L, RG] CTAHLIVHMNE o JE I [F )M HEE (periodic synchronous discharge: PSD) 7%
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FIE 1 AELANITIZ B W e & | BRRSEE DS BRI 2 3 8705 | 207 75— 28 dCID DEGIK
DWTEE () R RINTWA(EV-2) 2

(2) ZETICID

VCID [ ZFEMIEIR TRIEL , T AR E R AL DR R EELFIEMIICRTH2E08 %0, 2k
1T WHO 2l 5L (2001) (F V-3) 129 TITD, BARS MRI O T2 SRFH 4> FLAIR [Ei{§ T 4%t

PHEOTRKL 15 5 (pulvinar sign) IZFFEIITHD (KAV-1) , OBEWID vCID JEFITIIFIEZ T
3% _E PSD %78 °, WHO D2 Wi #ED NEIEHE F2451 (probable) | OOIELZ, [z 12 T4 I Id & 144
ERPEE AT RONDENH DI MINESNT- ¢, 512, EmIZBE# L7~ vCID R (E 5
JEGD B ESN T, ZNDEBSEZ TWETUIZ2 Wi EYE (2008) 78 EU M HHIEN (R V-4)S, HeE 2k

TIE, MIZBIT DR B PP ORAE (R U227 vy N AR T 5 LB 0355, kAR
PTONDZENRHDLD, EDOFHISERIMEI -0 | BRI E T %23 pulvinar sign 23517200
72 SR E RS D,

K V-1. vCJD O MRI T2 &R B8

B DREREL (KEN) IZH1ES (pulvinar sign) RSN,
(FE CJD $—~_1F2R1=vh DA Colic BT DZE
BElzk?)

3k
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VI. T)ARDRBE

(<) —]

o TVAURIEWSTZARET HEETHETHRNEHBEMREREBETHY ., BETEREDH T,

ETEIH T DI EDFEASNISAREEAL,

o EREREBRAMTHON TE-EHA:

D FHo)oROBHIVERERSICELTIEASHEEDMEIFRERE SN TUEL, FHEZD
HIRAZL, HRIESIAL (U L—F C2)

@ ZIENLFUITHLAEMRIEBEOOLNT . ABICHTHFEARBRLLGREENTHTHS
(JL—FKc2)

Q@ RXIHAU)UoROBHBINIRERSICEALT. BEEFTHEDEEIRERINTELT . KFIZH
(15 ARBRELECREENTHTHS (U L—F C2)

@ RO BB ENFRIR SECKIMRIFAASNTEL T RN FREET S5-0OH#H R
Sz (J'L—F C2)

o FERMNETLROERARBELLSIGEIX BEBELLICL > TREXRENTONDLN ., B

BIETURIFEWN(TL—E C1),

o I H/O—XRITHLTIE, VAFE/NRLB/NNIILTOBNMERSNTLSA, BAHELEIE T R(FEN

(JL—kct),

€39

Creutzfeldt-Jakob 7 (Creutzfeldt-Jakob disease: CID) IZfXFE S D ADO TV A9k, s ME, J&
B, FiEME GRRYE) IS, Wo o ABIET 5 & AT CEBE R EMRE TH 5,
T A PG, YO T ALK [ (scrapie prion protein: PrPS¢) 23 IE i I ZAFAE T 5 IEH RO 7Y
7% I (cellular prion protein: PrP®) Z RIAMED PrP>° ~ L MELAV A FHE L, £ Ol e TR Al
EEZG X T LELLND, PrPC S PP ~DORE L 0E i & ILE T 55, PrP> ok
PEZHIT 298, MR Z IR T 2R A 7 ) —=2 7 S, BRMZERN I T T\ 5,

XF 7 UL, TR~ T D TETH 72, PP D PP ~ DRSS PP O A R E
DNR B D ENWMEI, 7Y AU TR TN, A TIET U A U WEEE 31
Bzt g & LCTiTodn, —mMEDZNRD 12 6] (38.7%) IZ A HAVEH SAV72A Z ORNRIT L) 2~4
BRI TR LTz, —HTHF 7 U ARG FERERE DN 76% B LTz |, 7 T v A TORMRH
22 2 TUE 32 Fl 2 R 8ucAT b, BIEMIL 6 BICHFEREREN A B, B S 2h IR0 b
Mo T, HETITHi - PRION-1 study ° TiX 107 Gl 7Y A i BEICB TR T2 U 1G5
38 B, FEVEIREE 69 BT /0T CHEMFZE M T Tz, AP CIFEEREL V ®ro 723,
FIEE CHIIEAAT O &, WA TR o7, WREED S B 4 Bl —EMEDORRIRIISED R &1
Too BIVERIIATHERERE S 25 20 BllC A2 BTz,

TIVELTF FFEREEME SR A & LT, NMDA & KRHEEH A A L, Ml ikBIf 2 2% 5 128
W BEHIT, 284D CID BEEHRIC, 13 LICEED, 15417 T ERBEE SN, B
BEREMR A C 2 BERICA B AN A LI Em P& TN o Tz,

R YA 7 U AFTRIN CREEIRBFFE DS EED HAL TV DN, AEE, Zath s bICRTEWMED 72
VY,

A2 h YR Y L7 = — b (pentosan polysulfate: PPS) (d~/) U S HELL O iR 2208 <, RV
BEE A -CBEEI R OIERIZH W BT & 72, IR FER T, AT I N 512 L 0 RIERE
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IEZh I D38 5, PPS MR NERE % G- 15125 [E A LM CID (variant CID: vCID) (2%} L THID TIT
B, AFETH U A 1 FlTx LT Tbi-, ABHEIL. 2 < OfIT CT R F AR E
D HIIZ S BINTE ISIEFILL EA TN TR Y | ZRRIBWTH 5, FIEHREZ1T -7 vCID BE D
AGHIIE, 32 b — @ vCID BEL D B HNNCEVR, HITEZ PRI TE 2003 ST
AR

TERAHEIT UR DB NEE L 725 25813, MAFER LIS TREREMTDRD Z &
N, UL, EMmTREEET DL E VSR ET VAT 70,

CID OFSEBHIZ LIFLITRO S I A7 0 —X ALK LTH, BEMEH L VITEE FHEI A2 1
—XZADIRREE LTZ aF B ARLR LBl S Tna R, BT EF 2 X3 R0,

3k
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VI. TUAVREDEE - RiRISHT H0EBEHESHMTIE

[0<1)—]

o TUFUHBEDKSICAEHEMICEELI-A LA, BY, EE EiY FREEEEDIZERY
THHEEETIENEETHS,

o ZLDAIF. BRIDBBLELLICALERICATAVRELEREL T NELO TV, 0T,
DEZEDBEE. FRODEOEFH MY TIEE AL ODIBERDBREFERLALD
AHLEREETICHEEELEVTRTFIETH S,

o AMF=EZBLOABRTHRRAEIETETNSERLLNDEGBENELEEDHEDT, K&
[CEL CERTHARBREESTIChMYOITETHEA S LI RELDEXIELNS, &
BREHREEOCTVYITRYR—rRur T — R E D LURERAROBNELEATHD,

o DIEMAMFIEICIE, EM. BHEE. DESMB. ERV— Y- T—h— BEAYEYLY
BB L DEENEEETHS.

o BE-RERITBL TS DRENEONDEE L, EHEEITHKT HIEMNZELL,

[x X]
(1) ARHDERZENTTEEOATOLEMITKRICES L TWBREZERLRESS V2
jt%iﬁ.%ﬁ T LI A & DD BT 2y 70080 | ARE | R E R R CHZ LT HRRZETHD, L
L FEAED N 21T, R ORIEEEBIZH O ) THEEIZAZEVRFLEEIL T %R
ﬂ\éo — BN O LT BRI TV 2-3 DD D ESFL, MANT R ERRDRPIR AL E D ik 2 eb
L0, AR B E ORNZH DL b N2 O H0E LA a7 2T TERW, - C, DB
O BT, DB BEOBIRCHREE Tl VA IRICE R LB | FROKFFLEABRL, L
PRAYNE R A RSP D28 ThD, EORE, B | FIRO S EICHBICH AT CTA % OKEFH O PR
2B BRI EST, BB L ARG EE TICRORDBDIESZENEFELV, BV TH
REZ T ANDRENT e KFFH OB IIREM DB BRI DL A HTHD, oo A& BIEF
TN T DR AR AT & XL, DFECE B, B3 RO N EZ G EE TS8O CHfEL IS &7
DEBE R ZENEEL, RVI-1 (T VAR DRI - FIEIZ— AN IS DD D EEAR O 4
%, TVI2 \ZFE RO BELOH|Z R,
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RVI-1. TUAUEDBEEREICE RSN DB R W21

<TYAUEeMmICELT>

o ZERDFIERCBBLFVIRDHET T, HrD\ ML, FHEIRCRREE D H BT DR S 20 7 LR, LF
o IRARRIZRIGBIENRNZ LT D S
o FRIEL TOHZW R O ETREM DD DD ENE L RIAEIRE TERWETER N E(L L, R >V

NEDIFTHLZ L TV DL DA DLV Z L MBS CORFR T gy 70 ZIVETRET-2H
IR 28T D ARERE, 1HY

o FIROIRPUTT T2 LBEAYIE G I TIZREE 23003273, 2 d b DAY — R CRE ORER N EIT T 5720124
U5, DERAIC R ERE

o WRROMEATLEBIZE N B LB LBHEN TERIRDZ LT3 20 B 5

o TUATIRICHET DI 5 THHLTE VO ERAY 7 OB BRI T HH BRI Al R
(BT

o DRI ARVIRAE T, ERE L PAD N & KT 28k % 7o R EC T35 S I RAD D | BN RowT
DAS)

o ARSI~ OB AR RSN D ZEIT 5T DD A

o BB IEBRNR L TODIERHEARIL IR BAT =X B2 P\ L AIRELC AR Z

o HMEZRRIKN DN OINSIRNZ EIZED W B2 2 | TEILT? | LV AFRD

o HEFEHD N & PO A S AR THLEEENLKY

o EMET VA FEIELNRNEWDNTZEED | D FfE~DIEARD L

o BENRIMEENTERRDREDIRIL T, FHEPR BRI R BRI L 72 S & DR AR A

o BEDNHEICHI-AHNIGEL TOARN A I AM

o HENLIR TR DFEIROVEN L, B

<TVFUEDOBREMEICEELT>

o TUNAROBYNEITH T I REREEE N

o  COREDBIIENDINSIRNIEICE DAL, RAL

o i LORBYIBITHORL

o EULTBLOIDIMOD BIE LRI D NESNDZED AP

o [EIRFECREPAD N & BT HEYMEIC BT DI R RS RAR R LI Ko TR R IENORD, WD, Rk

o IO REZIT DB LIVRNZEMBE B D N 2 123 L TRE ORI E A — T AAZGE T ZENTE RN LT
AN

o CRIMAESTZBUELEFH D N 2 HIEGAMED R ZZITHR LT, A DFIENRE 720 AL 720 LT i
BN LTk AAR A

o THERAE/ R E I L DI RN CRIEN T VAL R FIE L T2 L E ORI RS RO 7S 8 OFRIE

o  FipL TRILL TOBDS LIVRNW S B2 HIVIZH A DARL A R, K0

o WIEMETVALIRFRNDORIIEG IZBN T, WIRL TWHDS LIV O T, DR B TIMAVE it 252175
X E TG T DT DI EIRE VAR ZDINTE VST IR B ESND I I R ZE, PR

AZTIRDUZ EOER 2 22D BRRBLIC D703 R E 03— RN IS RO DR BLEF > TR ZE TREBEFIRITKS
TOEENRED, o, BEFHAFBRICIIZDRIUTHD AN 2 OIRIAEFHZET, THTOLED T i?ﬁibw fﬂ
CINTEASTODAB DD LREHZENTED, HLIZRRDZFFOLDHLI L2 M- T, HENIRND
bdD, VATV R — Ry b =278 O Y EFFIKROTEENSIMLTZD, @f@%%‘%?ﬁ%@,%%ﬁﬁﬁ@%%fiéf
ZRINTHIET, FICIIRIFIND N BRE DI KFFH TWADDMHIELH B ThD,
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RV-2. T)A U RBEDREERRE LEFMERYRAELIBONLBLEOH >

<BERSOEEEICHLT>
o BEDOEPIFIROEACIZHRIL T, FHEICTORWIZEHRAL 7 e —L TUEL W

o TABEERD KUK U CTHARZ TR | @ RIZR G T Hi7e 8 CHRIRO SRR - it B2 0 SR 0 ED I
DALA TIEL

o WA LR T TENILRMETABESE TUILVD, IR THIUTZ DR BIEREILH T 570E J1127>T
EFLwn
<EPEEFBAEICHLT>
o T AIURBEAHEROL TRL W
o ATEHIEE AT DB, RO ZHRD T, FHEIZHLNITAT>THRL
o [ERMCH MO —EDL U BDINTE WAL, HELIT>TUILW

(2) BRREORERTVDEZEELS V2

NI, 728 2L WDAR I CHIRBLMER TE TV D LU N EEDIZIN, [KEFLNEHHLEN
2, 10T, T TAN—DFEL LN HAT R ST T BRICBL CEMECHa7e iz fas 3
WZOMIRTNWEETRADIEN, RERODIIRELD, ZWr Y UNTEANE S [ 70> TR 23881
AB72WGELHDHD T, —JEFELI=ZETHnb > TWADERFER L7223 M B IS U T it
BIL, BERNCR L CTBRICE X CUKZEDNEEL W, YHEFAKR v a7 iR —hro b —7 &80
L720, #R iz 2 — O A N T VA VR IEEEO YA NMa & DI REARZ 20T HZELFHTHS
(F#VI-3),

RVI-3. TYUAVREICET HE®|Y A b

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

O HREH L 2 — DR BIE R — L —Y
TVAUE (1) 70,V 7 )V 7 5 (CID)
http://www.nanbyou.or.jp/entry/80

TV (2) FNART L« ANBA AT — L A 71— (GSS)
http://www.nanbyou.or.jp/entry/88

TUAP (3) BACNEF M AR IRIE (FFI)
http://www.nanbyou.or.jp/entry/51

O PV ANRBEFIRDS 2 | TVAANTDIRT DREDSHDH ST 2 ~DI R
(FVA IR — L —T )
http://prion.umin.jp/prion/counseling.html

O YaZ ¥ R—rxy b —2 (HARD Y EHHE)
http://www.cjdnet.jp/

O CID Support Network (J£[E o 4 H55 [H{£)
http://www.cjdsupport.net/

O Creutzfeldt-Jakob Disease Foundation CK [ 24 =535 [ {A)
http://www.cjdfoundation.org/
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(3) BRALEMBOEENEEER"
N & DB SR ITOWTE 2 DBRIZIT, ER, B OIZD LB, B — /L -
U —H—72E 0> TEEL AW, fBIZEEEL TUOKIZERRITNL DI EN S, BIRMENEEDNDIAE
BTl BRBIEMESRERIIY BT — DL EEND,

(4) #15DREATEHLND EE(E, FHREICHHKXT S

B - FEICB T, BERARE, BFGRZ 0, RIR, MERIEZ , [y OEH), ZOM, M5 >IRRENEE
ONDRIDHONTE AL AEHRHE L DFRNFHE IR T 5, 7 VA RICE L TR RO
IR ENHLINDZEITHHFRE T IER 7D THAHN, E DRI IR > T RV 7= LT
G IR RGN E A7 b5, TV IR ERE - FRICEBEETAERE L. WO THLED
L7 EMEDFIH ATRE ChHDZEZARZ D, BACCHEIROREC K A# 8 D IMEEF =y 7L,
VENSUTHMZEITHRE T D2IENLEEL,

3R

1. EREET. BE - FHEHT 20 (B L7 UA I, 1. eh T VAR, $215) . [EA T @R
WFoe e i Bh & A MR BT IR JE F 3 T U A5 B ORI MED AV A REGE |2 B T 2R B WS BE) (F) . 7 VA
93 EIRFENE D AL RYSE . A FUHIAR ; 2010. pp213-219.

2. HEAPESET MEAORES OHEERE O 1135) . FUA IR PRI ART A2 (2008 4ER) , JEAE B seE
HiBh 4 - METE TR BT IRAFZE 3 7 VA L K OB M AV A RRYE I B DR AW JEBE (AT ZE . AKisE 0
e EMH HUE782). 2008, ppl23-140 (7 VA9 R ONEFENED A /L AR YRE | 2B 9~ D A JE BED AR — A
A= UpEINGA T —R A HE) http://prion.umin.jp/guideline/index html

3. HAEYET. FUARBEZIRO S 2 ~Dh7oB) S BAREGER 2007; 65: 1447-1453.

4. HEAEEA FTVAEEE  FRO LSRN AT AT BB LR, EA S ER RS i & A
PEBETTIRIIIE I VA B OB IENED A )V AREIE | B DR AT I8 SRR 17 4R R - S0 AT e S
(WF7EARFRAE KIEIEE) . 2006. pp99-111.
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I. TIAURDEETF

TVA IR DREGE T I DN TUE, T VA7 R O FEMED A /L A EGIE I B3 2 3 A2 8E
XTI T VA IR{E R THHTART A2 (2008 FER) I AL TV
(http://prion.umin.jp/guideline/index.html) , ZDOH AR T A NI TEYL FRIEATOZ LA HELET 2,

KITARTALTIE, [T VA AFEG T B TART AL (2008 FEERR) | D H IR ZLL TSR T2,
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1. BIRILIC K DE2EIE

MEWR—LR—T

(VA KOEBFENEDY A NV AERYE T B DR AT SEBE ) T VAL D H—_ A T AL G T
B5 2B HFRAMZEHE 1L, MIAFIEEEA (R Ca— 23— (http://prion.umin.jp/index.html) ZBAEZ L . A
TARTGA L T B Lo BTEITARTA L RB R OMF TR 2 E AR AL TOVET

CHDHY—ARASVREFER
T VAR DR E IR BRI S IR T DR A B RE AT & W FE SAVIZIER . T RL DA BETR
AT VAV E ABAB TR A E A SN TIES] BYE LI SEIT ARG BIREN B R
T LENTIEBID CID P —_A T AR BRI TBGRSINE T, HilkD CID — AT AF B L&HRE
YD CID Y P ENSFRHE T 7%, CID T — AT AE B BT TRMRETEIL, EORE RN
FiREICHRESNET,
TUA AR OB W E TR DNV ERREX, TR CID —_A TV AR B S HHERICTHE TS0,
WAL - CIDY— AT AR B HHER
FOR ER R KRB e S seRE R BB (R N EL) 40 B
T 113-8519 HRUHR SR X 5 /51-5-45
TEL:03-3813-6111 (PN##7254) FAX:03-5803-0169
E-mail : prionuro@tmd.ac.jp

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

ChAoITUMRER
TV AR EFIER T VA R OILREIC D D O RR B EFIT A DPMTONTS G, ZDE
WAT R DT O ER & R L TERIT A0 TOIVIERI 28k L . £ D% OREZEHLET,
AL CID ALY T UNEESHEER
FOURFRFBEEFSRAITTER It st
T 113-8655  HUAUHD SC XAAL 7-3-1
TEL:03-5800-8848 ([E.1#) FAX:03-5800-8849
http://prion.umin.jp/survey/index.html

T+ UREREBREESR

TVA IR OB W O AR AT VET,
HARSE © AFERKY EEERGIICHT R RIEMRIZ T - BI85 Y
T 020-8505 5 FWRRE [ i Py HL19-1
TEL:019-651-5111 (3660, 3733) FAX:019-622-1091
BAGSE - B RFERERE ~IVA ST YA ARFTRES S SRR 5 B e R 22 e B
T 770-8503 i Jo VR 55 TR ARHT 3-18-15
TEL:088-633-9283 FAX:088-633-7174
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iNEER 14-3-3 &B - #82 VERAIE. RT-QUIC i%
I BERIR R\ C VAR OB AR T,
RS ¢ RIRZEEZEE B F IR 2 2=
T852-8523 Rk RIRTHSAL-12-4 RIGKRFESH SLAEMEF
TEL:095-819-7059 FAX:095-819-7060
E-mail : satoh-prion@nagasaki-u.ac.jp
http://www.med.nagasaki-u.ac.jp/mmi/cmb/prion/index.html

TV F UERERTRE
VAR ABRE FREICCT VAR OBME ELET,
HHRESE ¢ AL RZERZEBCE LRI TER, RRIRRE 2 B
T 980-8575 ‘BT IR UL T 7 42 X2 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/

REJIVAVEAOIIRETO Y MER
BRG AR 2 T = 2S Ty MEICTRE T VA EAOARE, BLOROBWEITVET,
HHRESE ¢ ALK RZEBCE LRI TER, N RRARRE 2 B
T 980-8575 BT IR URILI 5 T 77 448 D2 EHT 2 -1
TEL:022-717-8147 FAX:022-717-8148
E-mail : kitamoto@med.tohoku.ac.jp

http://www.prion.med.tohoku.ac.jp/

2. #mERt 57— (ARMBZEAMBEFHEGE)

VAR (1) 7aAY 7z )L ka7 5 (CID)
CID JHR Dz (—WF 3 m11F) < http://www.nanbyou.or.jp/entry/80
CID ZWr-1pEfa st (=B AEFF M T) < http://www.nanbyou.or.jp/entry/240
CID FAQ (<D EM L) :http://www.nanbyou.or.jp/entry/385

TV (2) TIVART L« ARRART =+ 2 A T —JF(GSS)
GSS RO (—BFI I 171F) <http://www.nanbyou.or.jp/entry/88
GSS ZWr- 1R Fa & (EFRNEFF0)1T) «http://www.nanbyou.or.jp/entry/247
GSS FAQ (L<®HDE ] &A% : http://www.nanbyou.or.jp/entry/386

VA9 (3) BOEMER A IRAE(FFI)
FFI 95 5 O fif e (— % F FHZ 17117) < http://www.nanbyou.or.jp/entry/51
FFI i2Wr- 1 fadt (R HE 5 71F) <http://www.nanbyou.or.jp/entry/213
FFI FAQ (&<&HHE M &%) http://www.nanbyou.or.jp/entry/387
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e Gh B R o B
BSE bovine spongiform encephalopathy 7 S YERIR IMIE
CID Creutzfeldt-Jakob disease Creutzfeldt-Jakob J7
CWD chronic wasting disease B PV AR R AR
4CID dura mater graft associated Creutzfeldt-Jakob IR % Croutzfeldt-Jakob 5
disease
DWI diffusion weighted image PR A 1 5
FFI fatal familial insomnia BHEMEZ MR IRAE
GSS Gerstmann-Straussler-Scheinker disease Gerstmann-Striussler-Scheinker 77
PPS pentosan polysulfate N MR LT 2 — b
PrP prion protein 7V A UEA
PrP° cellular prion protein BT Y A EE
PrP** scrapie prion protein it v { =
PSD periodic synchronous discharge JE A PE R MEJi R
RT-QUIC | real-time quaking-induced conversion BT F L H e IEE
TSE transmissible spongiform encephalopathies (R MR IR IE
vCID variant Creutzfeldt-Jakob disease 75 B Creutzfeldt-Jakob 75
WHO World Health Organization SR AR
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