IR T TEHEE R A S E A (CEEA TR BRI I 3E)

Sy RBFFE S

i

Fod « TV A AR DOY— A T R LIRYETRE BT DA AN

EEY—RAFVRICETKHOAED T I F U RmDEFE
(19994 ~20224F)

WFSEsr A - LT
WFIER I3« /M oAt

BB ERF R MR R S v & — AR A A S
BB ERM R MR R S o & — AR A A

MEEF

DRV SETH S .

raAY 7z kY aTh (CID) r—_A T U AKEBEIT 1999 4F 4 A5 2022 49 H
£ TIZ 9053 NDHEIHERAIEL, TDIH 4544 N&2 7V AR ERE LT, 8= 5 ERT
ITRRFHER D 64~T6%0N 7V A 95 ERESNTE Y, 2022 1213 596 ADOBENEES TH
B, FD9H 5 384 AT U A 9H EFRIE SN,

BEBE IR ONFUTAENE CID 28 3453 AN (76%), &EixtE CJD 28 810 A (18%), 7 /v
Arwy e AhBART— v A T—J (GSS) 28 171 N (3.8%), HEEBHEIEZ AT 5
CJD (dCJID) 2393 A (2.2%) 7Zo7-. 2022 EDH—~_A 5 22 LV, FFEM: CID 1% 285
A, EfzMECID 181 A, GSSiZ 13 A, dCJD X 0 AL 7=.

=S T RNTREESND TV F IR BIEFEBUIR T TIEIMEIZH

=g TR

A HEBH

rmaAY 7 )V b - Y279 (Creutzfeldt-Ja
kob disease, CJD) ([ZfkFEF bt N7V A
Wi, AOHICETT 2R AEREREE, I4 /7 rn—
XA Te EOMRIER A R L, MEEESIREZ R
THLE T DEIER R MR R TH 5. A5
DOHINE, 7V A IROEEY =S, T ADT
— B R—=REGHT L, DREDOT I A L PFOREF
GEMBT s LIchD.

B. AR Ak

(Pr—=A T A - R

TV FAFDOY—_A T A L YT IR
T2 HMAEMIEIE DA L 72 TCIDY—=1 T
AEEE ITXY, 199944 H LI, 7V 495
DREY—_A T U ANFE RSN TND., F—x
AT AOBRMIL, ENTRETLZETOT Y A
VIREHET A Z LICLY, bREO Y 4R
DEFBEH LT D2 &, bREICBT A
BIICID (variant CJD, vCJID) D34 % AR
TAHZLED2EICHD. EEEI0OT 0y 7ITh
i, TDK2IZCIDY—A T AFE (FREN
BOMRORME) 2hE L, SEEFROC
JDH Y EE (MRREN R E) 226 O 1%
BT, HHREIUELT-.

Y= T U ZADHFRITR D3O DL TH
5. (1) FrERBIBRIIE R IED < B RFHA

043

BN (2) JRREEIC S < @I H (BFER
JE) , B) HILKRZFCHFEOLND T Y A EAE
BB X ORIRRKFICHTE 55 Bk iR
DOUFEIZ IS FHIRME. Zh b %2Tic, £2To
HEITEE S LIIRBEOREDGONT-HE
\Z DT L7z,

WA SN T _RTCOBEFRITFIC2E T <
N5CIDY—_Aa T 2AFBESTHIToBmE L
7o, TV A 9m ERE LTZIERNZOWTIE, 2
ORI, RIK e & 27 L, SETHIA R e
AT Y R ISR A 2 A 51 U CEBRA A % 30
LTW5b. (EFEFNIBELBHFTH D)

(SIhT*E5R)

199944 H 725202249 H ¥ TOHIM I/ D
729053 N (7" U A L IR LIS O AR B EE A
LTHESNEBbLEEND) ©HH, CIDY—
RA T UARBETT VA0 & BIE S i-45
AANZE T RIS & LTz,

(fREEA~OLERE)

XGE OEAERITAEER B, M, K4 DA
=TV AERT @IERROAZ) ZIE L TN D.
CIDY—~A T 2 ZDEREIZ OV TIE, SRR
D EFEEZEER TR EN TN D.



C. ARHER

(HE2E)

19994F4 A 72 5202249 H & TIZ9053 A D &
FREMNINE SN, TD ) HAs44 NN TV 4o
i ERE SN, RUGBETER ORGSO
HeRs 2 g™, FRRHER] 0D62~76% 17 U A4 5 &
REINTEY, 202241213 EfHx% D596 A D
BEIZTHOWTHH S, £D I BH384ANT Y A
/rkmuﬁ:__’éﬂf:.
BERBE 2R TITIFEECID (sCID) 233453
A (76%) , E{=MCID (gCJID) 73810 A (18%) ,
TNVARNT U s A RBART— v A TT—H
(Gerstmann-Straussler-Scheinker’®, GSS)
D1ITIAN (8.8%) , HEERAEEALZ AT 5CID (d
CJD) 7393 AN (2.2%) , ZFEACID (vCID) 73
1A, BOEMEFHEMEARIRIE (Fatal Familial inso
mnia, FFI) "7 A, TO#o7 U w19 A
7Eote. 20225:DH—_XA Z A2 LD, sCID
13285 N, gCJIDIE81 A, GSSIF13 A, dCJDIF0
N, vCIDIFOAN, FFLIZ3 A, =D 7V A4
JEIF2 A L7, (£2)

(PRI - FEIEAF s D 53 47)

FERRAICEB WD TR ED 5EE13sCIDN
57% (1965/3453) , gCIJDH61% (493/810) ,
GSS»351% (87/171) , dCID357% (53/93)
7= o7.

F 2RI RN I 1T D FEIE A oD H UL (DY 337 4
) iisCJDz’Ml»ﬂa (64, 77) , gCIDA76 (67
82) , GSS73565% (48, 61), dCJD23615% (49,
69)7=~7=. (3)

(FEWr DRt )

WHOZFEIZ HD < E 7290 = L 02 WO fesE
JE#R3ITRT. BWOMEE LTV 4 Rk

T & 1 ZIEHEFEFIT88% % O TV B3,
B OFIEG1T11% LK > 7. AR O#EE T
I EHOEE1E, sCIDT11% (368/3453)
gCIDT13% (109/810) , GSST9.4% (16/171) ,
dCJDT44% (41/93) 7=-7=.

(7 F B oR 7 B T25H)

TN F B R BG T D A 1EsCIDT
L2 Ko129257°MM 95%, MV 4.4%, VV
0.5%, =1 K2 219Z%MMNEE 99%, EK 0.4%, K
K 0.1%72-~>7-. gCIJDTIiL=a 12947 ) MM
82%, MV 18%, VV 0.1%, = K1 219%73E
E 99%, EK 1.0%, KK 0.1%7°->7-. GSSTiZ
o K 12947 ASMM  82%, MV 18%, VV 0%,
o RU219%MAEE 96%, EK 3.1%, KK 0.8%
72572, dCIDTix = K 1294 3MM  95%,
MV 4.5%, VV 0%, =2 R 2192 NEE 92%,

044

EK 7.7%, KK 0%7Z->7-.

BT Y F95)
gCJD, GSS, FFLIZH>WTiL, FELREET

BHRZLICRKIE FREDEE 21T 7-.  (F4)
(REBOHEIRMER)
K LZFIEE & & OB GRBEB OB 2~ 2

0004ELARE, H—_A T AT K DRIFERITHE
IMEF] TH 5. 20224-9 A B AL TIE20144E D FE 95
FEDPRHEL, 298N o7z, (BIELTHD
PR TR SND E TS EEE
T 57, 2014FELIFEITED L TCWD L DI
ZTW5. )

D. ZE

7V F AR DORIRE I DERKERIL, I ET
3 Tl TN TH L DITH L, zbﬁxﬁfitéé
Mz %5iﬁt@ﬁﬁﬁ@%ﬂ%ﬂmﬁ_“
47/X§Ex LW KBRARH OMENL T2 &

kv, LI %UMVO#ﬁ‘ﬁmiLTWW;Eﬁ
rmﬁrm WONZ TV AR E Bz sins L9

(272 o e 2 L DERIEHE IO /R BEK & B 2T
wé L7735 TC, DBEICBIT DT A U PiF
JEZ B OEINL, BEOEOEMTIERL, 2FH
DMFRENFHEDR TT U A RO NN EL
TXEEOEMIRNT2ORERTHDHY . FEERIZ,
IETIECID Y —_A T U AFESITWE SN
DIEFIEE L EIMERIC H 5. M, FlEE OfF#
DCIDY—_A T U AEFBERITRE S, 7Y 4
V%&nmﬂiéﬂéif iﬁﬁz%%ﬁ—éﬁi&b, 201
AFELIBEIIRIERE B D L TnD L oIt Rx
5. NOEhRE ﬁﬁfiﬁﬁ%%tﬁﬁiﬁbe
BO, b—_A TR HRFEE L% EB
THEMLTL B PREN5.

I TldgCID & 2lr & 5 A A V1801 H
CMTHIIMER T 5. VISOLIFIEA K o1&
AR ZHOgCIDE I L CEImTHY, &
W OWEATIERRENEDS 7 U A IR A R b gd
BEMEIND Z ENEZT-RE, gCID L2l s
NDHZENEZTWD EHEIESNS.

European Creutzfeldt-Jakob Disease Surv
eillance Network (EUROCJD) (%, EUGEE
IR DE T E DOCIDIE T DERAERS & /A B
LTWaY | HERBEICBWCGEE, 77U 4295
BEB OB Z PR LT EE, DAE & KE
D2EZ T TH D, EESKETIE, WA —
NA T VRV AT LEAEGE L, CIDDIEIHEN M %
B LT D28 . 2L, Zhbnh—_a 7
VAYVRAT DMIRO O L TR0, FEARMIZ



I EHI DB Z A > TND. DREDOY—A T
VATIE, 3ODIERI (B MR HIEESMK) %
b ECEEE, BIRE &R R IR ) 2
L, FENMG O NIEROBYRGEEZ1T-> T\ 5.
AWFICIIEN L TR — A T A HFE| C
172 < TIRIRBGREZE) THD. 7 UL IROE
B REE LT > T D EIT DO E AN AL E
L7guy, SBEFREIC K Y, BEH BT E TOH
D2 T <, BERAEIRSOR A T WL O 5
PHRETDHZ ENTRETH D . T DSIIAF O
VAT —H_R—ADRE 2B E N2 5.

CIDY—_A T AFERITITIR D2 ODFE
WD, OEDIE, HIRBEMELS, MHEEFOEIS
PENWZ EThD. 7V A IR OMEEZ IR
AR K> ThEND 720, fERom LIZEE
M TH D . L TIEHIREOR 2D I LT,
KR & 72 2SO B 0 ML A DSBS H LT
5. bHyOESOHEL, dCIDREDERTH
%. 198TAELIME, b hEZEREIREIC LR E/KER LT
U D LAOMENTOND K D122 LIS,
DETIL D 2 D3ACIDEE DFRIF DR HiL 5.
IINE CTORE LGN IERIIR 2 08T
EBzDE, E—7FEETCN)D EHEHITE 203,
L% BENTICIDDBRENRIFTH Z &0 #E
gaIns.

E. #&55m
BEY—_A, T AT —H =% T,
ONENCBIT DTV F K OEFG 2 S T
L7z, BEETEEBEMERICH Y, b—_a T
v ADREGEDIEETH B .

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

2) THE NATIONAL CJD RESEARCH & S
URVEILLANCE UNIT (NCJDRSU): htt

p:/lwww.cjd.ed.ac.uk/surveillance

3) National Prion Disease Pathology Surve
illance Center: http://case.edu/med/patho
logy/centers/npdpsc/

4) Nakamura Y, Ae R, Takumi I, et al.
Descriptive epidemiology of prion diseas
e in Japan : 1999-2012. J Epidemiol. 2
015 ; 25 : 8-14.

5) Ae R, Hamaguchi T, Nakamura Y, et a
I. Update: Dura Mater Graft-Associated
Creutzfeldt-Jakob Disease — Japan, 19
75-2017. MMWR Morb Mortal Wkly Re
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p 2018 ; 67 : 274-278.

F. REEfEIEHR
L

G. ARFEE
1. B xR
L

2. 2L RE

1) /IMERSEH, BT, A —, B,
FILRT, WFEER, Oz, [IWHES, K
EBHYE, REY—_A TR HS S DRE
D7V A IEOFRIREF (1999-2022) . #

33[0] H A 22 e 1:14,2023.2.1-3

(WebZ A1)
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1. HEFIE
L

2. EAHERR
L
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£1. 2016 05 2022 i H T % CJD H—_ 4 7 v 2ARESWHEHEH D PR
7Y & EH £ XN
N = 1,805! N = 873! N =2,6781
133
2016 4 176 (66%) 92 (34%) 268 (100%)
2017 £ 262 (62%) 161 (38%) 423 (100%)
2018 £ 227 (64%) 130 (36%) 357 (100%)
2019 £ 207 (68%) 99 (32%) 306 (100%)
2020 £ 247 (75%) 83 (25%) 330 (100%)
2021 & 302 (76%) 96 (24%) 398 (100%)
2022 4 384 (64%) 212 (36%) 596 (100%)
n (%)
x2. WIS RREEB O
2018 £ 2019 £ 2020 £ 2021 £F 2022 £
N = 3571 N = 3061 N = 330! N = 398! N = 5961
ZWr
sCJD 172 (75%) 158 (76%) 182 (74%) 212 (70%) 285 (74%)
gCJD 50 (22%) 42 (20%) 55 (22%) 81 (27%) 81 (21%)
GSS 5 (2.2%) 6 (2.9%) 10 (4.0%) 5 (1.7%) 13 (3.4%)
dCJD 0 (0%) 0 (0%) 0 (0%) 2 (0.7%) 0 (0%)
vCJD 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
FFI 0 (0%) 0 (0%) 0 (0%) 0 (0%) 3 (0.8%)
other 1 (0.4%) 1 (0.5%) 0 (0%) 2 (0.7%) 2 (0.5%)
n (%)

CID:Zu4 Y7zt - ¥a K sCJD : ¥t CJD. gCJD : #{5M: CJD. GSS: ZA R b~y + A b Ef ZT—

¥ 4 v H—¥K. dCJD : ML A4 % CJD. FFI : BHEHEREEARIRE. vCJD : Z28% CJD.
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& 3. ZHTHOERFFHEOES

sCJD gCJD GSS dCJD vCJD FFI
N=3453" N=810' N=171! N=93! N=1! N=T7!

P51

% 1,965 (57%) 493 (61%) 87 (51%) 53 (57%) 0 (0%) 2 (29%)

% 1,488 (43%) 317 (39%) 84 (49%) 40 (43%) 1 (100%) 5 (71%)
FAEAE 71 (64, 77) 76 (67,82) 56 (48, 61) 61 (49, 69) 48 58 (56, 60)
W O R S

e F2451] 368 (11%) 109 (13%) 16 (9.4%) 41 (44%) 1 (100%) 3 (43%)

FIEHeEB] 2,590 (75%) 690 (85%) 152 (89%) 36 (39%) 0 (0%) 4 (57%)

AT 495 (14%) 11 (1.4%) 3(1.8%) 16 (17%) 0 (0%) 0 (0%)
o R 129 47
MM 2,137 (95%) 649 (82%) 123 (82%) 63 (95%) 1 (100%) 7 (100%)
MV 99 (4.4%) 140 (18%) 27 (18%) 3 (4.5%) 0 (0%) 0 (0%)
vV 12 (0.5%) 1 (0.1%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
RBH 1,205 20 21 27 0 0
2 Ny 219 £A!
EE 2,226 (99%) 775 (99%) 122 (96%) 60 (92%) 1 (100%) 7 (100%)
EK 10 (0.4%)  8(1.0%) 4(3.1%) 5(7.7%) 0 (0%) 0 (0%)
KK 2(<0.1%) 1(0.1%) 1 (0.8%) 0 (0%) 0 (0%) 0 (0%)
R 1,215 26 44 28 0 0

n (%); Median (IQR)
CID:Z7u4v7znb - ¥ash sCID : ¥ CJD. gCJD : &tk CJD. GSS: ¥ Az b=y « Abuf RTF— - v
¥ 4 vh =K. dCJD : [EAEIEEZ A3 % CJD. FFI : BOLHEREEAIRE. vCID @ 2258 CID.
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®4. BEETIF URICETHEEFEENOERMFHDEH

V180I(gCJID) M232R(gCJD) E200K(gCJD) P102L(GSS) P105L(GSS) D178N(FFI)
N = 525! N = 118! N = 118! N = 148! N =19! N = 8!
P51
% 348 (66%) 61 (52%) 57 (48%) 77 (52%) 8 (42%) 2 (25%)
% 177 (34%) 57 (48%) 61 (52%) 71 (48%) 11 (58%) 6 (75%)
FEREAF D 79 (75, 84) 67 (60, 73) 62 (55, 68) 57 (52, 62) 47 (40,50) 59 (56, 63)
W DO E
file 2451 59 (11%) 19 (16%) 25 (21%) 13 (8.8%) 2 (11%) 4 (50%)
ESELi ==L 465 (89%) 99 (84%) 93 (79%) 135 (91%) 17 (89%) 4 (50%)
=AY 1 (0.2%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
o R 129 47
MM 391 (75%) 115 (98%) 111 (95%) 123 (92%) 0 (0%) 7 (88%)
MV 129 (25%) 2 (1.7%) 6 (5.1%) 10 (7.5%) 17 (100%) 1 (12%)
vV 1 (0.2%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
ENE 4 1 1 15 2 0
2 K 219 7!
EE 516 (100%) 116 (99%) 110 (94%) 109 (96%) 13 (100%) 8 (100%)
EK 0 (0%) 1 (0.9%) 7 (6.0%) 4 (3.5%) 0 (0%) 0 (0%)
KK 0 (0%) 0 (0%) 0 (0%) 1 (0.9%) 0 (0%) 0 (0%)
R 9 1 1 34 6 0

n (%); Median (IQR)
CID:zuA4Y 7zt - ¥a7hE gCD:#E:M CJD. GSS: VA b~wy - AbafRT— -
B SR MRAE.

v A vh—y®. FFl:
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1. TUF VRREBERDERKS
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