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Be, 77U AU mOEEY—_A T U ANEM
ENTWB., —A T 2D BT,
(1) BANTRETHIETOT IV FUFEIE
BT LICEVOBREOT Y A ROES
BEROLNMITHIE, (2) ERNICBITIE
ER CJD (vCID) ORAEZEMRTHZ LD
2RI HB.

2E% 10 D7 a v 7 ZhlF, DL
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OFEME) FEREL, SEHEFERED CJD #
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T, EfFFRAEIC X 2R ERINE LT
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2, R ORBEREBE LA,
40 R & 50 RO F 8 TITREENBE
eRBIE N Z2DIZR L, R XY EWERE
(60 AR, 70 mkf%, 80k E) TIXEHT
LEABRRONZ. 2T, BB (70 L
b)) EFENLS (40-69 #%) D 2FECHITT
BAEFELZRLE (K 3). 2000 FLIE, 40—
69 M CRARIII<K LTI R2LEAEZRD D
—F, TOBULETELL LR LTWE Z &

PnAH. ZDXHIT, ITEOREFEDOKRFEIT
T0 LA EOEEREN HDTWA.

(FESENORE) K4, x1

M3 CID (sCID) 1% 1913 A (77%),
BEMET Y 4T, FiEME CID (FCID)
2 387 A (15%), AR K<y« A A
AT = A I (GSS) 2% 99 A (4%),
BOEMFEEARIRIE (FFD 2 4 A, ZEHF
ABI 2 N Th - 7-. #HEMH CID TlE, vCID
251 A, dCIJD 28 86 A (4%) Tho7=. 4
FEARECTHERNEFTD CID X T ATHoT=.
B D T NTOWTITIBIEBIE HIE F
T, BIERICE SO TRENRESIND T
ETHD.

(t8%) =5, 6

2D 5 BB 1074 ] (43%), ZDS 1424
Bl (57%) &, EHRRLRLEWEANR LN
(% 5).

P - B O A D HT= 0 DBREE FERHTEE
) B EBICFRE &EBITEBML, 70 5%
R bZhro7z (K 6). 40—70 mARET
T DBEEPE LY LV —F5T, 80 mklh
ETIEE, BOBEEDIELLID S VMER
NROOLNTZ. 2B, ZOREITHREREK
ZEFHMEOANOTRLIELDTHY, FH
DREBREIIERD.

(RFEFOFEYFR) K7, x1

JRRES SRR DRIRF LSl (RERE)
%, 2Tl 68.4 (10.4) B THo7=. sCID
69.1 (9.9) B fCID 71.5 (11.2) W& Es
IR 2 OICH LT, GSS 54.3 (10.5) m&=
dCJD 57.7 (16.1) WITHEREEFEERTH
ST, 72712 L, dCID DOIFFEEFERIT, B
AR LA E BRE DY 4 OBREIRIZ
KET 5.



(XEER - BREMROFER) =2

7 A RICIE, BN B o R E TR B A
% (PSD) ° MRI TOMEHESCHEDEE
BREODHEBERFANRAONZWHI G L TF
ETH. Ik 2T, BT AT
PSD # XL BINRZ\. R2IWRTHEY, FiE
P CID @ 63%, GSS ? 87% T PSD % &k <
ZENREEINE.

(ETHEORFE) X8, 9

BERFREZ S O CTHEMRET 1951 ADIEL
DR S (X 8).

HEFRN LI E TOFLHM (EERZE)
%, 2R TIE18.7 (20.0) » ATHY, b
ETIEIRFENOBLZ 1IFEYLTRELTHI &
BHALNER-T (K 9). WESERITIL,
sCJD 7% 16.3 (16.1) » A L&EbBELS, KWV
T dCJD 20.2(17.5) » A, f{CID 22.6 (24.0)
rAThot. GSSI%63.8 (47.4) 7 A L&
bEMNoTZ. 2K, FEEE LI L TE
ERENEATHHEREAB R LNT.

(B OREEN) 10

WHO SEEICE S BBOMEREIL, HkkE
SEERNT sCID (FEEMF - 10%, (ZITHEES
T7%, £\l 2 13%), dCID (44%, 40%,
16%), fCID (13%, 85%, 2%), GSS (10%,
88%, 2%) TH YV, T+ X TOREHIETHEE
B & D VITIZITHEEF S 2MED 80%LL E &
57,

(BIgE) X3
FIMEmRITLE T 16% (FELFHE 1951 A
DHH 311 N) Thoiz. dCID = fCID iX
sCID & Hele U THIRER D | MER 3 BIE =
iz,

(dCJD D HF4) 11, 12, &4
BLEME T 86 N (FEFEEE+1 A) 25 dCJID

LLTCT—HFR_R—=RIEGFEINTWA. CID
Y=g T U RAEBRORBURMIER S
72 1996 FED2FEFRE &, 1997—99 FEDHHZ
FERAAEICL D dCID ERBESIN-EFE (63
AN) ZEH5HE, ACID IZLET 149 ATH
o7, ‘

RS AE & 52 1T B IR & 72 o 7o R RB IR
Bs 66 Bl (44%) L¥EFHE HD, KNT
Jannetta FiH (BA@EE - = XHiHm) 26
B (18%), B 25 6 (17%), 72 ETho
7= (&4).

dCJID FEFHE DKL 1987 F DORERALEE
FEERLRNCBEEZZ T T2E ThH o723,
FDOBFED 1988 FFLIET S dCID =2 Hm L
TRRERI 9 N (6%) HERI T,

TR > & dCID F9 £ TO IR I,
BT 18.2FETHY (X 11), FEEED
HRUE L7z, < OBFENERELE S IEET
PRI EZITI2ETHY, BRETOF
BRI B ORI LRI N,

HEEBAEED S dCID B/ E TOHH %X
121 L7,

D.E=

7V F IR DFIRE R OERMELIL, FE
EH Y IRV TH LKL, b2
ETIHBIMERICHS. ZOBERZEDLZD
2, FEmENRRRORMEFEESITo
£ A, HEE (40~50 ) TIEBEEN
BIIVEmTH HDICK L, @misE (70~80
) CTIRERERTHBZERALNE R
ol Thbb, mEOEREORNT 70
B EOBERBNEDTNDZ ERHALMNE
ol
PRETT I F RO RELEB L ORE
ENREFLTHWEERICIE, TIFHROE
ENEICEIML TWBA0TiEel, 2EOw
BABREOCMTT U F vHOoRM
(recognition) 25[f_E L TWA 728 & fEIRG



LONBERTHD 2. FlRBRELEOEARL
CID V—~_A T U AERERIC L 22WHXE
RHIORESL72 Sl XV, LAENEZZE R -203
IZFELC L CWZES] (FisEimE) 25, @
VTR ER S NS L DTkl &
NRERLROEREREEZEZOND. ERE
2, EETIE CID —_A T AEEBEIT
WESNDEFABBELIBML TN D,
BRNBEZE LT 22EOHRKENRT Y
AR B, BUIZR2E (5 W ITERSNZET)
TELEOER-2TETNDILNREMITDL
nNo.

European Creutzfeldt-Jakob Disease
Surveillance Network (EUROCJD) %,
EUEIZBITA2EZ & O CIDFETE DFIR
B AL WD V. bREEIIER D
AETIE, £FE, 7V T RBEEROHENE
RIS LIZEIIFE L2

CIDY—~_A T U AEERITITRD2OD
MENRH D, O koL, HROEMmRIIEK
RELTEERLTWDZ LIZHD. EfiER
E~DOEBIDAHBOREEL LTHET DD,
L CIEHREOR EE2HI LT, HFriX
TR A DBIFEBHCRA DN TN D,

H IOV E OO, dCID BEDEMR T
bHD. 1987 ELIME, © MEJRMEENC 1 HE
KEEIET R U U LDMERITOND X DITRR
ST UYL, DETIEH D5 dCID BE D3
MRBOLND. ZNETORENLELN
TRREEZHECEZDL L, (=72 E
TWAEHERAITZ 228 A% BERNT dCID
DEENDEFTHZEBHEEINS. dCID
DRFFER L EHIL, BEFEE CID H—n
AT AKBEDERERFTELERD.

E. W
Y= FUADT = FN=A 2 HNT,

OREIZBITD 7Y U fROEFGEZH L
"R B

(&% k]

1) EUROCJD:
http://www.eurocjd.ed.ac.uk/

2) Nakamura Y, Ae R, Takumi I, et al.
Descriptive  epidemiology of prion
disease in dJapan : 1999-2012 . J
Epidemiol. 2015 ; 25 : 8-14.

F. BEEREE
2L

G.WFEHEE (2015/4/1~2016/3/31 FEXK)
1. WX HER

BHTES, FHGF—. DAEOT Y A HEO
st FREEPNEL. 2016 : 84 ; in press.

2. FERR

BT EST, AT —, EIRMERE, th. £=EY
=R T URT =S OBREO T 4
VIROEFE. B 26 Bl A AAEFSFINRE
(2016 £ 1 H 21-23 B : %)

H. BB EEDHE - E2&KR
(PEZET.)

1. B m&E

2L

2. ERAHEEE
L

3. Db
L



[(B1] FUAVHE: REERERCEROFERMERS  ( N=2499 )

BEH (F—RASYRF—5)
SR (ADEREHED

o,
(0""" L 2

(E2] FUuAoim: BBE (264) 0¥B  ( N=2499 )

(/AO100B A/ )

1.5

10




(B3] FUuxim: BER (Fl2%) OHB ( N=2499 )

(e}

=

o

(N> QO>\) Hftml
N

e, f”f?ﬁ; /‘é}%} WJ‘ ‘v,‘i
B ﬁf%gmﬁam* =

O N D 0 L9
P O P N
P FFFE P

N D
N
s

[R4) FIA ¥

RESBEHNOSH

( N=2499 )

15%,

4% |

esCJD (n=1913)
=fCJD (n=387)
8 GSS (h=99)
=dCJD (n=86)

* FFl (n=4)

s BEBAH n=2)

= wCJD (n=1)

1% . 3msnE (h=7)




14

(1] TUVFUE: REBSENOK - RERERIT  ( N=2499 )

, BEE)A EFE (RPN TUA R 485
om= MFEHECID —— - — o0
= 1 FiEECJID GSS I 3 EIRfEE pul=Eidl EM
2 T EQ#HAHCID  cJD  CJD
%
=] 1075 (43) 817 (43) 167 (43) 47 (47) 3 1 37 (43) 1 2
g4 1424 (57) 1096  (57) 220 (57) 52 (53) 1 1 49 (57) 5
SEIE F 5 (%)
10-19 4 1 1 2 (2
20-29 9 (0) 1 (0) 1 (0 2 (2) 5 (6)
30-39 31 (1) 13 (1) 1 10 (10) 7 (8)
40-49 81 (3) 47  (2) 11 () 12 (12) 1 1 7 (8) 1 1
50-59 359 (14) 251  (13) 39 (10) 47 (47) 2 20 (23)
60-69 732 (29) 594 (31) 87 (22) 23 (23) 1 25 (29) 2
70-79 923 (37) 740 (39) 156 (40) 5 (5) 18 (21) 4
80-89 338 (14) 253  (13) 83 (21) 2 (2
90-99 18 10 (1) 8 (2
Nz 4 4
RRERBOBERSTE 2499 (100) 1913 (77) 387 (15) 99  (4) 4 2 86 (3) 1 7
FAE T ERS (%) 68.4 69.1 715 543 545 57.7
BERE () 10.4 9.9 11.2 105 6.4 16.1
=EER (%) 95 95 93 75 61 81
=EDV R 15 22 15 22 46 15

F&EE) CJD = Creutzfeldt—Jakob disease; GSS = Gerstmann—Striussler—Scheinker syndrome; FFI = fatal familial insomnia BIMRIE% (MEEAORBBRTEEA100%IZESLGE N ELSH.
AU ERBETFORRETOCVDELVEIEED.

2 AUEREGEFOEREZHEND, CIDORERNHIHEST.
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* EEREEATAT R A, BHETET (BHRAL) [CRYBIMERAELAE, TUA L ESBETFRERDS 1M, REEFHERN16H5.
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[£2] FUAUHE: REDEINOTEER - REMROSH ; HBEHEE  ( N=2499 )
2RE MEHCIDY  RikMCID®? GSS REBRED
(N = 2499) (n=1913) (n = 387) (n =99) (n = 86)
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Eﬂﬂ rﬂ;

SF/A—XR 1926  (77) 72 (4) 211 (55) 24 (24) 72 (84)
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SEARERAE IR 1489  (60) 1179 (62) 196 (51) 46  (46) 60  (70)

SRS BRAE AR 1353  (54) 1062 (56) 200 (52) 30 (30) 54 (63)
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R SR Al R
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MRIFT R

IR =g (+) 1498 (60) 1162 (61) 215 (56) 51 (52) 59 (69)

SIiES (+) 2116 (85) 1670 (87) 356 (92) 34 (34) 49 (57)
B&E8) CJD = Creutzfeldt—Jakob disease; GSS = Gerstmann—Striussler—-Scheinker syndrome FEINA X%
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