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Mo TN, 45 AR EE CII L MEDBEE N E < | E
CE TOHMMARVERA RS 7,

BB ERBIIZE S E LT U AR B L ORI
U A )L AEYE I B9 A A REEE & LT
T 5, ENLEMN - MR ERASE v X — IR
HEERE L LT, 2E»60BEFTHIEEZE DL
OFIFR A 3R L, AN ERM CIJD nEbii-
IFEAEAIC L BETE = 1 HlzwisE Lz,

HARIMEHNIF L, V—A T ARER
TR L7z 3001 il OREFS 24T - 72, PSD SHEEIT
CJID 2T 60%. fIFENET 70%, BASME T 24%,
ML T 61%, BiEM CID ORI LD
PSD #4513 V1801 4 %% 4%, P102L 4 B 4% 1%,
M232R ZE1N 72%, E200K ZHEN 73% THh -
72, PSD HEE OFEFHFEHIRE T total CJD >
nonCJD (p<0.0001) , sCIJD >gCJD (p<0.0001) ,
P102L>V180I (p=0.01) Tk o7, PSD 7 HiEi
L7728 Tk PSD RHBLLZ2WHE LD AR
MRI 545 @5 523 KM & B JEAZ O 18] 712 A
LTV ENIFERTH T,

MR EEFIF R IETT ) U IROBRE « 5K
ROLERE) - AR BT T 2 meto—8R & L
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FFGATFE S &

T, BTV AV HREE - FZRORITEA L T
BRI L CTE s, AEEIRIEMBRARAE, &
IRETZIr OFIR & . ARICHAT TOfm AR 21T

ST,

D. ER LA

AWFFEHE T VA I{DOY—_f TR A
VTV MR EEENE L TR MEEEICR X,
ZWRe h oM b, BETFRE, S A~ — I —KR
BORE O F, B BT T B xR 72
EOHTHERDEENG LN, FRIY—_ 1 F
¥ ARHNE NS EE B 22 ORISR S A, TG
PE.ORSEE, BEMEIZESIcm EL, FEFEFEICH
PWHEE O ERH LN TeoTe, Fl2, BF12
EEITHIRA Vo T baREERERI 2 Th -
2o OB 1ENTEH TSRS FER STV
W, fEEARERA BRI, REORR, 3=
WK 27 OB B HNE o Tz, BRI
AR IC L2 R 2 B LT 5 72 JiEbE
EFH IR LY A R PR A KT
A OMF A - MIET H0ERDHDH, T3
FERETIZ 20 DA T v FEBFINHERSNT
W5, 209 HLEMIGHFEEE T 7 FHIT 10 4-H
D7 xu—TyTHRPET LTS, ZAET
DEZA, TV F RO IR EHIIMR S
TWew, 728, BRT 27U A4 9k R OWESE M
U A )L AEYEIZ BT 5 AR EEC I — A
FSUAEBR LA VU T U FEEEBIESHEE
LT % Lz, ARBESEST U A 0
BESE LG 2 2 SR CRAME L 2k 7o,

WRFEBE TR DT EATIE ML, T < ET VA
VIRDOY— A T R & RYeRHRICEE T 5
WERHED D VIIR— L= 8 a8 U CEM
S, WUIZR2WE, 1B - IriiE. B TRkt
ROWRITKELHIMLTWD, Fim, BAMR
T, BEEFEROWM N ESGTRETHITA KT 4
NERRE B S AR L, YT TA R4 %
TERk% - 21T L7,

EEAIIC B, #S0IC & 22RO 315 2 25
To =03, &Fn 2 HEEHTED 5 D SARS-COV2 @
A 22 YRR L 0 | [E B2 PRION 2020
X APPS2020 (IBife = e o 7o, WFZERERSE -
WEZE B S & 7220 7 A IR TIRIRIKB % D
ooy —v7 A JACOP I L. &EM
FLC D B AR A A~ Bk & i i B ok 2 HE
L, FRk 29 FELGRI LI —XA TR
TE L O— IR FE A e LT,

E. BEARIEHR

1L E®AR: 524 10H 9 H

2. 88E : LHEC (T A RO —A T
VA LY BT BE T A SRA ST ) AR
. |EANE : 2020 4 3 H LRICHIE L, £ DIk,
sCJD (W) EZMWrs -, 2020 4 4
A 27 BITHRA B CSEMER HEE B (LAE O T
i % =2 1 PR CRERE 5 2 4= Uiz, FIRICE A

SNtz BIL. SR A O#EIZ O W T
VA VIREGET A K742 (2020 i)
(http//prion.umin.jp/guideline/cjd_2020.pdf)
IR ol - BE DN ST, Ya vy
Yoz R Vary UoRath (BUF JJ f)
SOEHLIETH L VT AEME v MENIC
DWTIIBEF O A& Efits . JJ #HIIBRHI STz,
JJ FhiE, kiZ, 2B 08 E b RETICEH L
oo THHOIFEBEIZBWT, ED L D ITHEE -
SN THEIFICHW SN DEBRF A CTRETH
D, SHOPFELE ORRIZES SN MET
»H D,

K, TV A IHEBEHEA~ONA Y R FHE
PO FIRIC LY, FiissBEEZN L TT Y F o mn
GBIET RN HEFTH Y, (EHAEMHRIEER
LTl 5,

TV A IRIIREE T O BIER R IMEE T H
DERE Z B8 T 2R FEIRIR H 5, Z D7D,
Fiias B2 LEEREREO U R 7 2302
TR L BIEDOY 27 0365 LMl SN 5 5A 1T,
U 27 RAGEITK LILERIEE 2 WP NGE L D
VEND D,

BHRIR . AFFLHEDO TV A L I{Y— A T AFE
BaBIOS o7 FERES (2020 4 9 A 3

H., 4 HEZEB% WEB Bt L OV A —V5i%) 12

XA - FEIC X 5,

F. ARFER

1. RXREE

BRO THEAFEOTFUTICET &) 25
A

o

2. FRRR

1) Yamada M. Transmission of AB pathology
leading to early-onset cerebral amyloid
angiopathy in humans. 2nd AAT-AD/PD
Focus Meeting 2020, Vienna (WEB), April 2-
5, 2020.

2) Mizusawa H. Prion disease control in Japan.
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3)

4)

5)

6)

7)

8)

9)

Health Risk Analysis-2020, Perm (WEB),
May 13, 2020.

Takao M, Tano M, Inoue T, Shirayoshi T,
Kanai M, Furui K, Mihara B. Establishment
of brain bank for human prion diseases. 96th
Annual Meeting of the
Association of Neuropathologists (AANP),
Monterey (WEB), June 11-14, 2020.

Kawai Y, Takao M, Hashimoto M,
Mihara B, Kitamoto T, Yuzuriha T. Novel
neuropathologic findings of Gerstmann-
Straussler-Scheinker disease with P102L
mutation. 96th Annual Meeting of the
American Association of Neuropathologists
(AANP), Monterey (WEB), June 11-14, 2020.
2020 annual
bank
research.

American

Murayama S. report of

brain network  for
2020
Association Internaional Conference,
Amsterdam (WEB), July 27-31, 2020.

Kosami K, Ae R, Nakamura Y, Hamaguchi T,
Tsukamoto T, Takumi I, Sanjo N,
Kitamoto T, Yamada M, Mizusawa H.

Descriptive epidemiology of prion disease in

Japanese

neuroscience Alzheimer

Japan based on national surveillance (1999-
2019). World Congress of Epidemiology,
Melbourne (WEB), September 13-16, 2020.
Kitazawa Y, Kishida H, Kimura K, Miyaji Y,
Higashiyama Y, Joki H, Doi H, Takeuchi H,
Ueda N, Tanaka F. Relationships between
EEG and MRI findings in V1801 and M232R
Creutzfeldt-Jakob
American Epilepsy Society 2020, Seattle
(WEB), December 4-8, 2020.

KR, HHROES 5 2D I LT,
RDD (Rare Disease Day) 2020, #H X (WEB),
5.30, 2020.

WP, IWHIE. U AN 61 [mIH
AP PR MRS, ML (B - WEB)
8.31-9.2, 2020.

genetic disease.

10) fite FFREA, RPN, NRE SR, B R R,

FaR AR, R KRS, & T, SEHERH,
EREEE 7, HBER—, MHEEY, HkER,
BEE KA, Eidfnd, B —BA, SR,
WEO K, AR, NERE RS, (L IE
R CID FBE I 1T 2 MM & AElpic >V T
OfEEt. 5 61 [l H AR il ke, il
(Bidh - WEB) , 8.31-9.2, 2020.

«

MR ZE T

1D E A B, =&, BT Es, TR F—,
AT 2, W, &R BB, gk,

Al 0, e, REHES, BA &,
KIEHE, [UEE{Z. Clinical features and
new diagnostic criteria of MM2C type
sporadic Creutzfeldt-Jakob disease. # 61 [F]
A AR PP R, Wil (Bt - WEB)
8.31-9.2, 2020.

12) v, 7V A R o2 W, 56 61 [l A
AP PR R S, ML (B - WEB)
8.31-9.2, 2020.

13) EfEmth, NA F~——L L TDaXV
LA v 5 61 B H AR RS, (L

(B - WEB) , 8.31-9.2, 2020.

14) =k, 7oAy 7L b - Y aTWEIm L
ARwy e AR ART—« X AT,
75 61 [0 B AP P P Ry, [l (Bl -
WEB) , 8.31-9.2, 2020.

15) F=H B 47, LERVER, W REE, BERL,
WA —, BILEA, RMEE, EAREA,
+H =, MNEZ, EHEEA, HPEE.
E200K &5 CID 60 6l D EERAIFEE. 26 61
] A AR P ks, [l (Bl - WEB) ,
8.31-9.2, 2020.

16) KL—B1. 7 U A VIRER T ATA K74 >
2020. #5 29 [EIIAFRRSMVELTFIT & Bge s, B
£, 9.29-30, 2020.

17) Hamaguchi T, Yamada M. Evidence of AB
propagation in human and animal models.
75 61 [B] A APHRRIR B S PN R, &
R (WEB) , 10.12-14, 2020.

18) Mg m vz, Ve v, WS, B F v,
AR, BRECR, MR RF, KBRS,
FEEP i, HHEEF, B &, @i,
e B, KRV, Bt . U AR
DFNK W O BEEMIC ST, [ESTR - R
EWERGEY v F —I2 B D H A, 5 T4 A
ELEPi s o E T, B (WEB) |, 10.17-
11.14, 2020.

19N %, WHIES. 7V 4\
EIRFIEB TS DR, 5 38 ] A ARG R T
£ ES Rt (WEB) |, 10.28-30, 2020.

20) KBIE, TV A RO RRED I LT — X
YR EORMEEIZIA D —. 55 20 (Rl B
WFgess, kB (WEB) |, 11.13, 2020.

QD E R K, IWHIEf. 7V RO S
K2 W, 55 39 [0l B AGRAVEFRFINES, 4

R (B - WEB) |, 11.26-28, 2020.
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22) Hamaguchi T, Sanjo N, Ae R, Nakamura Y,
Sakai K, Takao M, Murayama S, Iwasaki Y,
Satoh K, Murai H, Harada M, Tsukamoto T,
Mizusawa H, Yamada M. MMZ2-type
sporadic Creutzfeldt-Jakob disease: new
diagnostic criteria. % 39 [A] H ARFREEFS
FHiES, 4R (B - WEB) |, 11.26-28,
2020.

23) ILHIEfZ. 7IvA K B BABEDO T Y A £k
#. % 35 M AAREFERBMEYS, W

(WEB) , 12.20-22, 2020.

24) /IMERDGR, BILE S, PR —, B,
HILR, REER, EOo o %, ILHIEL,
KEBHEPE, BEY — AT R ZESL DR
E D7V A ot (1999-2020) . 5
31 Il H A P Pifie 2, 8 (WEB), 1.27-
29, 2021.

25) KIBHEE. MR OWIREZDI LT =57 Lk
WREAE S VA b7 7 —F—. 5§
13[E] CBIR/ONSA X FA » ANA T 2 VIR Y
U A 6T MIRFREE I — M, RO

(WEB) , 2.18, 2021.

G. XIRIBAEMEDOHFE - B
1. JErmE
L

2. EFAHMEER
L

3. T
L



M. 7V F IR — A T ZAfER






2020 (%f12) £#10H15H

TUF VRO —RNAFTVRER
[2020 (ff12) & 9QAMKEY— RIS UVREER]

JE A T3 B B S 9T A B e BETR MR IR AR e AR AT O 5 36
TVFHOY —_A T XL EYeTF BICB9 % 5 AL AT BE

(5 ]

DRI O EREBIREM AR X, BEOHRIEICESS T I A VREs a0 EBROEREN
BAMEHEOHRFORICHKHAEMANZEZIRMAGTHZ L1025 TWD, 1999 (Fpk 11)
FELY, RAORE (FARARLGEICEFEORE) "EGEonl7 ) & UREEOZG
F ORI N ZIXEE TR R EMB S TEBRIET A L 2 YB3 2 F A& F5E
BE (LLF. THFZEEE)] &9, 2010 (FEpk 22) FELXY 7V F WO —Xof 5 X &
BYTHICET 2 AR ~BIT) &I, TV A UHOMEICIERIND Z &
Lotz WFREETIE 7D4V71wb YaTHYy— AT U AFEREHEEL, TO
PCREAZ 107y 7 200 THENE BHEBREOFEMELZ -4 7 2F8 L L
TE%L\36_%%ﬁﬁkm7)ﬁ/ﬁmé$WE(%fﬁé%ﬁ[)@%ﬁ%HT\
RO BREFICKH T HEFREICHET 28 (ERE) ICE S FEERE K EHRE (LA
IXRFERBIBRF R FEE) OBICKRMN IN2BERFAEMAECERLIEONTZEFICOW
T, FALE L CHEMPFAEEZIT> TS, £, 2006 (CFRk 18) FE NS X NNEYE D T 15
K QYR G SE O BE )T 2 EHRICE T 28] UREEE) ICE S TR T H & e 2 E
BlHZoOWVWTH, AEOLE THENRLET DI TR oTm, T2, AEZITI I bich—
R T UAFER T VA AL HEME (HRMEYEME) NL8m L EFIC 2N T I
BRICHBEL TS, &I, =S T 2D —BELTEEOHEENS 7V 4 KN
Fbh2BFIZOVWT, BFE(DLIVWERE)OREOL LIZT ) A EHEBRLRFREDOK
A RIERFIC, MEMKE~— I —BRROKELRRIBFERFIIFELNDIN, ZOFHRELMA
BIIEHLTWD, 2B, MEOREZTVITNLLEE (BHWEEK) ORENELNTE
LAEIWCORERL TN D,

PR FUAZBIEMOICHBE IO REHTHOY —_ A T 2AFBS (LT, &
B&l Ln)) THMMERKRZRE L, ZESTEHIOREZ L LI DBEFIZTON
T, 2WomEM. RN MG - &tk - SR 2 LE] R EDOFMEZIT> TV 5,
SHIZUEDE Y2 FREERTEEINTZEZTIZOWVWT, HEEHEZBRVWVCEYNNIZZZ
EREBEICREZEZEM L, TORORNEZBIFL TW5D,

F7-. 2017 (FERK 29) 4F 4 H XV Japanese Consortium of Prion Disease (JACOP) [T
X 2 70 & v o a8 RKEHRAE L HEEHE L THAEEED T WD
(http://jacop. umin. jp/jacop. html),

AEETIE, TRETRBERSA TS LT —ZIZMA, 2020 (FFf2) £9 H3H, 4H



D2AMICE> THRIESNIZY =AM 7V AZESTHRHF SRR 2R R Z #E
ERAE

G

1. 1999 (CERk11) 4 H 1 H25 2020 (5f2) £ 9 H 4B FETOWRBIZ, FEIEFES
Ja & U CIEH a2 S L7 5697 JEH (HEEH 2 Eie) DY —_"A T U AEFBETHRF SN
7o ZOILAEF3IBOBFN TV A UHEELTERDONL, T—FX_XR—AZEEEINTNS,

2. R1IICEBEHBEZONE - BIWFEONMZ T, BIWFEIL, BEAI2E T 2014 (CEAL 26)
295 Bl Tl b 2 <. RWT, 2013 (PFpk 25) 4F (292 f5]) | 2012 (SR 14) 4 (261
#) . 2015 (CEgE 27) 46 (260 48]) L 728> TWnWb, £1ICRERT X I ICESE (2016 [FAL 28]
BELRE) ITWERICAOBRERFICLDZZ2n Y 7/ b - Y THOFE LT E OFREEN
DI, SHBFEREELDEZDAREND D,

R2ICFERBIFRNEETEERBELTRT, 60 ETIEIVWTHUOFERBERIZEBNTDH
2000 FEARAT Y L iR L TR YO BER, BEFEO LADBR LT,

R3ICAOHTEY OBRFHEN -FWBICTRT, Bheb 10K TAOSLD OBRFE
MikbZnole, 39 L T & 80 Kl EZFBRWTT XTOEMBEHLTLDOANAHZY OE
FEPNBICHERTEWHEANB RIS N, 28208 HREREHEZ A0 (2015 [FE
27] FEBFAEAD) THRLEZLDOTHY , EMOBRBRLITRL S,

3. RAITHIFIFDOFN oA AR BRI R T, BREIER 3860 FlD 5> HLINFEMEZ o AV 7 =
Mk e aT (LUK, [sCID) &9 ) 232951 ] (76%) | BEGMHEI oMY 7 =L b -
YaTHIE1IBFOERM 7 a7 )b b Y3 Th (vCID) Z B\ T3~ Tl 5 At JiE
AL (LK, 1dCJD) &wvw9H) 91 fil (3%) Thole, BEMET I A RO 5> LB
saAY 7 x0T (LLF, [gCJD) &WwW9o) X645 6] (17%) Tholz, T D
2HERFITT VA VEABBTOLERBHEEINTVDLFERYVO 13FIZIr A Y 7 =)L

M Ya 7 WOREEREGTHEMT, 1FIXT VA EABRTFOLEREZRD T, 12 4
XELBTRRBETHD) . VAR~ A A AT —- v A F—% (LT, [6SS]
L) BN 1636 (4%) . BIEMEFEEMERIRAE (LR, TFFI) W) B4 Th o7,
FLECDEHEELTWVWDI OO VAV EHBEFREFOMEBEEREOME T 72 & Th
HREOENBFIGHIGFET 2. 2RF TR ET0OEROBREFOHEH G HKH %< (37T%).
BN O Y E R 1L 69. 3 5 (FEl O RAEIX 70 5%) Th o 7o, FIREEFEE O F¥E dCJD
J Y GSS A3 50 kAt & AR WBE A A AL STz,

TV F IR OIFEBINC EEER - TR OHBBEEZR S I ~T (HEOGW sCJD, Eis
PECID, GSS DHZFKIR) , HEZEDOERXN 20I7THEENSEHRINZT-D, KEITHLW
HEECEHINERTOALZEF LTS,

RHOIZMEEMOMR I AT RO HBHEEZRT (6 LHIERXODALOEHTH D) |

4. 7V AU EABLBFHRBITZ 2186 H TEEINTEBY ., 205 H 802 BINEMLMET

FrHELTREINTND, BRTEAROFMERT IR, BRICECLEZAADTY
FUEHBBFORBEITOATORWVA, ZRTREPBOLNA TV DL ZDICEEET
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VAR EHESNTIEMEH Y ZOROFERITERA4 L FTLT L LRV, —~F T,
sSCID E SN TWBHIEFOFIZIFT T I A EHEBREFBREMITLORA TV RNEL WD, B
FTERICEATIERAIGONTZSHE., BEROCZOZFEKEIIR L TAREEZ LTI L%
HEICHEMEITDLR NI 1, BEFEITAS 2N T25EBFICOR2080 My EWF5EEE ik
EZTEBY, LA, BBHWIZZOEBBFEROROBERIZOWVWTHMHEZIT) 2L & LT
WhH, HEHIZOWTIE, EARMIZIEEBRENMT 2L 2FAELTWDLIRN, LEIZHLTT
P—_RA T URAFEBEXOLWHH LTS, FLMRAIICITERICEAL CTEHROEWT Y &
VY7 OHEMEFLBMLTEBY, BFERXLNIEZTAR—FE2ITORKHZEZTVD,

codon 129 & codon 219 O Aix &B&EEL, MBI ALY 72 b - Y a7 H (H
f8) ERWELERIZEK 8 ITTRT,

5. BHIEEAZEGD THEIZ 3439 ADAETERNHER SN TWD (2020 [4Fn 2] 4£ 10 H 15 H
HE), BIENOELTE TCOMBON A ZFKIICRT, sCIDITEMBOFH N 17.6 » H 77
A, dCJD & gCJD TR EWHB NELR I N, GSSITEMIchO-2RKR B2 R~"TEHEOEE
W\ o T,

6. ZWHERLOIWCHT, FIMTIZTEIKTIE 13% (3860 fld 5 B 522 ) T - 7248,

dCJD R gCJD TIE $bwv%mb%®ﬂﬂ%i Eht, HROEEE S &I 460 FIN T
FUEHEEM L L TERESNTWDEN FHBORENHBHL TWARWED 62 BRI N,
IHNHOIEFIZONTIHERIRENRRITONTEBY, SBZWOMEEN END Z L H
I EF - XA T U AZEBESTCHZWHEEOLDICIFHRIZFEELE X TEBY,

W EMICHT DV R—FHEML TWV5DH,

7.:ﬂifﬁﬁ%~&4?y2?§ﬁénk@ﬁ@ﬁféﬁﬁéCwﬁ%(dwmm%

AT EBYEH M TH L AROERR TR IR S NIIEFIT P T®
BB TIZONETHB L TWD dCJD BFE ORMWICE/LIT W BB O EE L FH LT —
ZEEEBTS (F11, 12, M1, B2) , FFMICOWTELL FIZRTLIATO #5E
i 3. N QA il fal= S A

8. ZNETTOHMEIT. AR LED T, ETCA LV H—F vy hTABRLTW?S

(http://www. jichi. ac. jp/dph/inprogress/prion/),

Uk
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®1. BHEOM-REFOHH

AN REH(SE AOBEH)"
3 £ & ] = &t
RIRE -1995 7C 0) 16( 1) 23( 1)
1996 3C 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 31 (¢ 1)
1998 24( 1) 34( 2) 58( 2)
1999 32( 2) 54( 2) 86 ( 2) 51 64 115
2000 48( 3) 56 ( 3) 104( 3) 44 69 113
2001 54( 3) 62( 3) 116 ( 3) 62 61 123
2002 47( 3) 50( 2) 97( 3) 54 80 134
2003 48( 3) 69( 3) 1M17¢ 3) 70 72 142
2004 58( 3) 71(C 3) 129( 3) 68 97 165
2005 73(C 4) 86( 4) 159 ( 4 ) 72 83 155
2006 58( 3) 109( 5) 167( 4) 70 103 173
2007 77( 5) 89( 4) 166 (4 ) 70 97 167
2008 73(C 4) 100( 5) 173( 4 ) 96 107 203
2009 94( 6) 120( 5) 214 ( 6 ) 79 87 166
2010 99( 6) 137( 6 ) 236 ( 6 ) 93 125 218
2011 111 7) 145( 7)) 256 (7)) 107 112 219
2012 1M13¢ 7)) 148 ( 7)) 261 ( 7)) 99 142 241
2013 131 ( 8) 161 ( 7)) 292 ( 8) 116 136 252
2014 127( 8) 168( 8 ) 295 ( 8) 115 130 245
2015 1M15¢ 7)) 145( 7)) 260 ( 7)) 120 143 263
2016 87( 5) 108( 5) 195( 5) 115 144 259
2017 76( 5) 83( 4) 159 ( 4 ) 127 165 292
2018 57( 3) 105( 5 ) 162( 4)
2019 40( 2) 45( 2) 85( 2)
2020 1( 0) 4( 0) 5( 0)
et 2 4 6
&t 1662 (100 . 43) 2198 (100 , 57) 3860 ( 100 , 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8

)RR E% (B R ADBEBRTAETT100%(CH5ENELHD)
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2. BEOERANRFFONH

Fih (5%)
-39 40-49 50-59 60-69
=R A0 A0
BEH BER (FA) BEx? BER FA) EEE BEHR (FA) BB
RRE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 0.4 23 19,089 12 26 14,803 18
2001 4 2 16,080 0.1 21 19,221 1.1 41 15,128 2.7
2002 3 2 15,739 0.1 25 19,159 13 28 15,406 18
2003 5 6 15,566 0.4 19 19,052 1.0 38 15,636 24
2004 3 5 15,533 03 15 18,806 038 40 15,921 25
2005 4 6 15619 04 26 18,968 14 49 15,950 31
2006 2 1 15419 0.1 25 19,085 13 65 15,677 41
2007 2 5 15,685 03 20 18,324 1.1 37 16,216 23
2008 3 7 15,908 0.4 14 17,495 0.8 52 16,901 3.1
2009 3 7 16,127 0.4 29 16,712 1.7 60 17,698 3.4
2010 4 6 16,617 0.4 28 16,264 1.7 69 18,285 38
2011 0 5 16,992 0.3 34 15,793 2.2 66 18,392 36
2012 0 7 17,400 0.4 27 15,469 1.7 74 18,349 40
2013 0 5 17,794 0.3 22 15,295 1.4 82 18,262 45
2014 2 8 17,943 0.4 32 15,268 2.1 81 18,027 45
2015 2 5 18,306 0.3 20 15,429 13 71 18,200 39
2016 3 8 18,678 0.4 7 15,244 0.5 40 18,318 2.2
2017 0 3 18,579 0.2 18 15,533 12 42 17,605 24
2018 0 3 18,432 0.2 16 15,783 10 53 16,836 31
2019 0 1 18,181 0.1 6 16,036 04 26 16,104 16
2020 3
§+3> 46 103 354,308 0.3 446 360,671 1.2 1077 352,239 3.1
)
70-79 80-89 90- 25K
JN=! JN=! JN=| JN=|
BEY  (FA BEE BEH  (FA) BEE BEH  (FA BEE BE® (FA BEE
HRE 1999 22 9,629 2.3 5 3,922 1.3 637 86 125,432 0.7
2000 31 10,030 3.1 13 4,140 31 700 104 125613 08
2001 41 10,454 39 7 4313 16 772 116 125908 09
2002 32 10,847 30 7 4,499 16 854 97 126,008 08
2003 42 11,219 37 5 4,703 1.1 2 929 22 17 126,139 09
2004 48 11,526 4.2 18 4,935 36 1,013 129 126,176 1.0
2005 63 11,896 53 10 5,258 19 1 1,078 0.9 159 126,205 13
2006 55 12,179 45 17 5577 30 1 1,152 0.9 166 126,154 13
2007 70 12,438 56 32 5,894 5.4 1219 166 126,085 13
2008 68 12,612 54 27 6,209 43 2 1277 16 173 125947 14
2009 81 12,670 6.4 31 6,544 47 3 1,326 2.3 214 125820 17
2010 85 12,960 6.6 39 6,809 57 3 1,368 22 234 126,382 19
2011 101 13,273 7.6 46 7,098 6.5 3 1,442 2.1 255 126,180 20
2012 101 13,595 74 47 7,391 6.4 5 1,524 3.3 261 125,957 21
2013 124 13,840 9.0 57 7,666 74 2 1,610 1.2 292 125,704 2.3
2014 113 14,137 8.0 58 7,909 73 1 1,713 0.6 295 125,431 24
2015 104 14,081 74 54 8,161 6.6 4 1,782 2.2 260 125,319 21
2016 81 13,873 58 51 8,432 6.0 5 1,922 26 195 125,020 1.6
2017 50 14,423 35 45 8,665 52 1 2,050 05 159 124,648 1.3
2018 59 15,099 3.9 30 8,836 34 1 2,179 0.5 162 124,218 1.3
2019 29 15,856 1.8 20 8,913 22 3 2,305 1.3 85 123,731 0.7
2020 1 1 5
53 1401 266,637 5.3 620 135874 4.6 37 28,852 1.3 3730 2638077 14

1) AOBEHHTHBELTERALTWLSAD

2) AO1007 AxEER

3) AABKURBEEL1999~2019F THH (2019F LIRIERB|EN B -HIEELLE-TLVD)

19984 LIRS FE LI FEB T RET SN TLVEL=

REFAALA GBI DAHEEE LI,

BEHERI1EFRLED (DY)

RERFHTADENCREATHNLBRNLIZ, RFEFHLTHDE (46) L2 A LRSI,
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R - FHRAAOH-VOBERK

E:] = AO108 A%t
AO10A A%t AO1I0F AR  EEFEHOMLE
BEH AR BFEHN) BEH AR BFEHAN) (B &)
F 5 (5) (AN (FAN) (a) (N (FAN) (b) (a/b)
-39 27 25410 0.11 28 24,470 0.11 0.93
40-49 52 9,269 0.56 68 9,126 0.75 0.75
50-59 204 7,698 2.65 274 7,748 354 0.75
60-69 519 8811 5.89 599 9,288 6.45 0.91
70-79 612 6,370 961 810 7,603 10.65 0.90
80-89 236 3,051 7.74 384 5,028 7.64 1.01
90— 9 405 2.22 28 1,365 2.05 1.08
) AOF2015FEOERFAERR
HIERDEHBREMNI0ANEDTH SRS
F4. BEFEOE-HRERERSHUEER]
BEET)L R
s iE
St pl ki) BD#H>5 EiEtE RED
eHEE cJbD ¥ CJD CJD cJb 2 GSS FFI cJD ®
3
) 1662 ( 43 ) 1278 ( 43 ) 1 39 ( 43 ) 260 ( 40 ) 75 ( 49 ) 3 6
= 2198 ( 57 ) 1673 ( 57 ) 52 ( 57 ) 385 ( 60 ) 78 ( 51 ) 1 9
8 ()
10-19 4 2( 2) 2( 0)
20-29 1M(C 0) 1C 0) 5( 5) 2( 0) 3( 2)
30-39 40(C 1) 15( 1) 9( 10 ) 3( 0) 13( 8)
40-49 120( 3 ) 66 ( 2 ) 1 7( 8) 18( 3 ) 25( 16 ) 1 2
50-59 478 ( 12 ) 342 ( 12 ) 20( 22 ) 51( 8) 62 ( 41 ) 2 1
60-69 1118 ( 29 ) 906 ( 31 ) 26 ( 29 ) 139 ( 22 ) 42 ( 27 ) 1 4
70-79 1422 ( 37 ) 1158 ( 39 ) 20( 22 ) 231 ( 36 ) 7C 5) 6
80-89 620 ( 16 ) 439 ( 15 ) 2( 2) 177 ( 27 ) 2
90-99 37(C 1) 16( 1) 21( 3)
100-
b N 10 8 1 1
it 3860 ( 100) 2951 ( 100) 1 91 ( 100) 645 ( 100) 153 ( 100 ) 4 15
3860 (100) 2951 ( 76 ) 1 91 ( 2 ) 645( 17 ) 153 ( 4 ) 4 15
() 69.3 69.7 57.7 72.9 54.2 66.5
th o {iE (&) 70 70 62 75 56 70
T (= () 11.0 9.7 16.2 11.7 10.5 11.8
BED () 15 22 15 15 46 40
BEE(E) 96 95 81 96 61 81

N T)A U EABRBEFORRETOTCLDELMIZEED.
) TNALVERABEFOEEFDROHLVD, CIDOREELHEHZET. BAZEMEIZOATIVIZEFEFNS.
) EEBEREELRES, BERT (BIRALL) ICKYEMERLZL, VAV ERBGEFRERD, REBRFRAETLELADHS.
FEIMNIE% (MR ADREFRTEEHE100%(ZH5EWNEEHH D)

_14_



RE. TEREBEFOHBHE

MF - rreic
eHBE cJD P cJD ? GSS

i@

HEITH (RRETE) 440 ( 73 ) 360 ( 81 ) 77 ( 57 ) 3( 14)

HEITHE GERETR) 148 (25 ) 77(C 17 ) 54 (40 ) 17(C 77 )

HEITHETIEARL Mme 2) 5( 1) 4( 3) 2( 9)
WHOE#E (T KB AELK

SAYO0—XR 390 ( 65 ) 335( 76 ) 50 ( 37 ) 5( 23)

HEITIHEERENAE 589 ( 98 ) 441 ( 100 ) 134 ( 99 ) 14( 64 )

/MBMSE AR 271 ( 45 ) 214 (48 ) 40 ( 30 ) 17(C 77 )

BEIRER R 297 ( 50 ) 234 ( 53 ) 55 ( 41 ) 8( 36 )

BRI R EIR 231 39 ) 188 ( 43 ) 41 ( 30 ) 2( 9)

BEHEE 278 ( 46 ) 233 ( 53 ) 40 ( 30 ) 5( 23)

REEE 55( 9 ) 41( 9) 5( 4) 9( 41 )

AREEE 219 ( 37 ) 191 ( 43 ) 26 ( 19 ) 2( 9)

FEAEK 301 ( 50 ) 242 (55 ) 50 ( 37 ) 9( 41)

mEIERE 356 ( 59 ) 302 ( 68 ) 45 ( 33 ) 9( 41 )
ZF DD FEIR

2 HITEE 469 ( 78 ) 358 ( 81) 92 ( 68 ) 19( 86 )

BEEE 219 ( 37 ) 171 (39 ) 32( 24 ) 16 ( 73 )

7 NS 228 ( 38 ) 190 (43 ) 31 ( 23) 7( 32)

fERt - ERRMES 115( 19 ) 86 ( 19 ) 23( 17 ) 6( 27 )

TADAFEE 40 ( 7)) 32( 7)) 6( 4) 2( 9)
ADL

RETRENES 399 ( 67 ) 298 (67 ) 87 ( 64 ) 14 ( 64 )

HITESE 428 (71 ) 321 ( 73) 91 ( 67 ) 16 ( 73 )

BETH 279 ( 47 ) 245 (55 ) 30( 22 ) 4( 18 )

AT zs{EE 1( 0) 1( 0)

=7 2( 0) 2( 0)
&t 599 ( 100 ) 442 (100 ) 135 ( 100 ) 22 (100 )

F1DTVAVEREGTFOREBEZITOTLELVIZED.
2) AV ERABEFOLEEFROHLELD, CIDOREENHIHEZST.

FEAIAIX %
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®6. REMROHBHEE

M B
£HEE cJD ¥ cJD ? GSS
iR :PSD $HY 279 ( 59 ) 260 (73 18 ( 18 1( 5)
e REEHOFRIKILE HY 164 ( 74 ) 111(C 79 47 (65 6( 55 )
MRI: KiNEBEDEIES HY 330 ( 95 ) 248 (97 78 ( 98 4( 29 )
MRI: EE#ZDEES HY 150 ( 56 ) 122 (62 27 (45 1( 8)
MRI:{REDZES HY 39( 16 ) 30( 16 8( 14 1( 8)
ENDETNOSBIEIEREBEOERBRUTHY, REERETHDIGE LRSI L.
DFY, BEBELIZEEDTIA100%E7:ES.
7. TIAVEQBEFERDLT
&GN BistE
TVAVEQEGEFEE T)AREE CJD GSS FFI
102(Pro/Leu) 132( 16 ) 132 ( 86 )
105(Pro/Leu) 17 ( 2 ) 17(C 11 )
178(Asp/Asn) 5( 1) 1( 0) 4( 100 )
180(Val/lle) 407 ( 51 ) 407( 63 )
180(Val/lle)+232(Met/Arg) 4( 0) 4( 1)
180(Val/lle)+237(Ser/Phe) 1( 0) 1C 0)
196(Glu/Lys) 1( 0) 1(C 0)
200(Glu/Lys) 97 ( 12 ) 97 ( 15 )
200 Glu/Lys 24bp Deletion 2( 0) 2( 0)
203(Val/lle) 3( 0) 3( 0)
208(Arg/His) 1( 0) 1(C 0)
210(Val/lle) 1( 0) 1( 0)
232(Arg/Arg) 2( 0) 2( 0)
232(Met/Arg) 99( 12 ) 99( 15)
96 bp Insertion 3( 0) 3(C 0)
120 bp Insertion 5 ( 1) 5( 1)
168 bp Insertion 2( 0) 2( 0)
Three—time Octapeptide Insertion 1( 0) 1( 0)
Extra—repeat Insertional Mutation 1(C 0) 1(C 0)
178 2bp Deletion 1( 0) 1( 0)
p N 17 13 4 0
&&t 802 ( 100 ) 645 ( 100 ) 153 ( 100 ) 4 ( 100 )

F1) BRI % (RIERADBEFBRTEEX100%IZG54 W ELHD)

2) AV EBBEGTFOEEEZROLEND, CIDOREENHLBINTAICEENS.
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#£8. J)A L EHIE{EFcodon 129, codon 219D 2%

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys E&t
Met/Met 2508 ( 92 ) 25 ( 100 ) 5( 100 ) 2538 ( 92 )
Met/Val 211 (. 8) 211 (8 )
&®:%E  Val/Val 1M1 0) 1(C 0)
A&t 2730 ( 100) 25( 100) 5( 100) 2760 ( 100)
&&t 2730 (99 ) 25( 1) 5( 0) 2760 ( 100)
Met/Met 1790 (95 ) 9( 100 ) 2( 0) 1801 ( 95 )
M- O4( Met/Val 81 ( 4 ) 81 ( 4 )
WI1)Lk-4 Val/Val 1MC 1) 1MCe 1)
aJ%5 (\iE) &t 1882 ( 100) 9( 100) 2 1893 ( 100)
A&t 1882 ( 99 ) 9( 0) 2 1893 ( 100)
Met/Met 3277 ( 92 ) 108 (97 ) 9( 100 ) 3394 ( 92 )
Met/Val 274 (8 ) 3( 3) 277 (8 )
&AL Val/Val 13¢C 0) 13C 0)
A&t 3564 ( 100) 111 ( 100) 9( 100) 3684 ( 100 )
&5t 3564 (97 ) 111 3) 9( 0) 3684 (__100)
1) H—ARASUAZEEESTRIISNTZEH (56976 DILEBIEFREBEZIT BT T(ZEERTH)

FTUREBEINFLDEED)
F) £AIFEEZFDOL codon 129 DFER(LH DD codon219 DIFRMNAXIELTULAEHF 456185 S.
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RO RTLEDHRFIETETHORAM

R4
MM Bn#Hs B

FWHMSIETETOERM(A) cEE cJD” CcJD cJD? GSS
0-11 1496 (44 ) 1273 ( 47 ) 35( 39 ) 179( 34 ) 3(C 3)
12-23 972 ( 28 ) 766( 28 ) 30( 33 ) 162( 31) 9( 9)
24-35 495( 14 ) 395( 15 ) 12( 13 ) 79( 15 ) 8( 8)
36-47 188( 5 ) 123( 5) 6( 7)) 43( 8) 15( 15)
48-59 102(¢( 3 ) 70( 3) 2( 2) 19( 4) 9( 9)
60-71 56 (2 ) 25( 1) 18( 3) 11 11)
72-83 29(C 1) 8( 0) 1C 1) 7C 1) 12( 12 )
84-95 26( 1) 8( 0) 1C 1) 7¢ 1) 10( 10)
96-107 18(¢ 1) 5( 0) 1C 1) 4 1) 8( 8)
108-119 16( 0) 6( 0) 4 1) 6( 6)
120- 29( 1) 9( 0) 2( 2) 7C 1) 11 11)
B 12( 0) 10( 0) 1( 0) 1 1)
&Et 3439 ( 100 ) 2698 ( 100 ) 90 ( 100 ) 530 ( 100 ) 103 ( 100 )
E(H) 208 17.6 23.3 25.9 741
ZHERE(R) 23.7 18.1 28.4 27.3 48.6
=/N(H) 1 1 1 1 10
=AH) 312 312 206 250 294

EDTIA U EBHEEFOREETOTLEWMIZSD.
2)TAVEBRBEFOEEREZADLLD, CIDOREERNHIHEST.
BN % (MEREADBFRTEEHL100%IZHE 5N ELHD)
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#£10. ZHSE

LS EE3EESE] FEL Ml =k
sCJD 319 ( 11 ) 2204 ( 75 ) 428 ( 15 ) 2951 ( 100 )
dCJD 41 ( 45 ) 35 ( 38 ) 15( 16 ) 91 ( 100 )
gCJD 82( 13 ) 552 ( 86 ) 11 2) 645 ( 100 )
GSS 13( 8) 137 ( 90 ) 3(C 2 ) 153 ( 100 )
FFI 3 1 4

KRFETE DEFILBRSALTLNS
Iz, EERTF R (1H]) EXBREDT)A R (145]) D20 FEEF ELTHRESN TS
FEIMARIX% (B ADBERTEEX100%(ZHESEWNEEHS)

sCJD: IFE M OV TzILh-YaTHR

dCJD: WEBIEREHF I 504 YT/ -YaJdR
gCIDEBEMHI/OAYTTILL-YaTiR

GSS: A IILART Y - RAROAARS—- v A h—iR
FFL: BUSE E R it AR SE

sCJD, dCJD

R HEHARERR, £EYRE0JayhEORELAEETTRIZEE D)
TUoEAERE.

(X XHEEG: FRIEFF RAEVERIT, EITHRRZETRL, K TPSDEEDS. BIZ, 24

A—XX, SRR SANIRES, IMNNER A HEERE. - ESKEDS

HE2IEE U ETRT. HBULIE, TFEUVMIICASBIT, $%14-3-3FAGEETE

BRI BN 2ERTE.
FUMEI (X IXHEEG| LR CERREKRZTRT A, PSDERL.
gCDJ, GSS, FFI

HEA  HENGRERR, FEUIR20TJ0YNECRERBATTRIZEED)
FUoBEBREREL JUAVEREGTFEREETS.

(FIFFEESG]: REAMREGVA, TV EEERFERERD. BKAMENFELEL.

AL RERENGS TIAVERBEGEFERLEASN TGN, BEETIL
UIRETRZ Y DBERATEERERENHS.
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11 EIRBEEEZRTH/A/4YTIL
P VIORBEOBIEDLELL-RE

fRAE (RER) A# ( )
fxifE 95 69 ( 45 )
A HH 1 25( 16 )
RIEHNENARTE 10 ( )
i Ifm & 7 ( )
IR 8 ( )
=¥ 7 ( )
EEm g 19(C 12 )
=X HEE 7 ( )
0" 2 ( )
&t 154 ( 100)
1) Z T EILE 1. SMEETANAD
focusPRZEF1iT 145

FEIMAIX% (EE A ADBEFRTEEHE
100%I2H 6N EHHD)

F12 EEBEREHTZ904YITIb-PYaIRBEOBEFELBENSRBETO LM
BiENoRFETOHME (F)

BIEE 1-

10

11

13

14

16

20 21

30 Tt At

o =

58

N = =N

WWNA—= N —

NN =O

N AN =

1
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H1. BEBEEZETH/70MYITIb-VYITRBEISIADRRED T

1. BEBEEEAT70/0Y71)U - YaJREBE13ADRBEFEDHH

16
14
12
10

(AN) 8

19851987 198919911993 19951997 1999 2001 2003 2005 2007 2009 2011 2013 2015
B

FHRIZ2017TFEIB DY —RASURAEFREETHZIZICIDEEROHLNT=HITH S,

_21_



2 BEBEEZEIZII/O04Y I VaATREEI1SIADBEIORFEETOHBOS A

E2. BEBEEEET S04V YaTH 153 A0 BN DEFETOMMOR
18
16
14
12

10
(N)

8
6
4
2 i
0

1234567 8 9101112131415161718192021222324252627282930
v

FHRIZ2017HFIADH—RAFSURAEB L THZITICIDERHONT=HITH D,
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2021 (%fM3) % 3H 8H

TIVF ORI —RASUAER
2021 ($f3) & 28 VAR YI—RASUVRERS

JE A T3 B B S 9T A B e BETR MR IR AR e AR AT O 5 36
TVFHOY —_A T XL EYeTF BICB9 % 5 AL AT BE

(5 ]

DRI O EREBIREM AR X, BEOHRIEICESS T I A VREs a0 EBROEREN
BAMEHEOHRFORICHKHAEMANZEZIRMAGTHZ L1025 TWD, 1999 (Fpk 11)
FELY, RAORE (FARARLGEICEFEORE) "EGEonl7 ) & UREEOZG
FHOMKFAEMENEIEETEE AR MBIE TERMEDY A L ZAEGIZRE T 5 A&
e BE (LR, THFZEEE) v o, 2010 (PR 22) FE LY 7V F RO —_ AT
ALY THICET 2ENEI] ~BIT) CEMFIN, TV A UHROMEICIER SIS
Zllhol, IRHETIEZ0AY T2l b s YaTIHEI—_"A T U AEBEEEHRBEL,
ZTOHRTRELZ 1078y 7120 TRMENE, Bt loEMELY —XA1 7 X
ZELLLTHEL, SHLICEHENRRO Y A MY HEME (HEHYEME) oh
EAFTC, HEROBRF ISR T 5 EREICE T DA (HERIE) 125D < FEE R & B A E B
i (AT ERBREM A EE) OBICIMH SN2 KRR EE NZECHERIE O LA
FIZHOWT, JFHIE L TEMBAEEZIT> TV D, 72, 2006 (L 18) FEEN S IE TG
SiE D TR M OVEGIE O B EF I T 2 ERICEAT 25/ (RYEERE) A0 TmITHE S
NI BIEFIZOVWTEH, REOL L THENRET 2L hoTe, £, HEZITI O
HIZY—_A F U AFER TV A VWY HEME (HpE Y HEME) AL LU EFIZD
WTHRERICHEL TS, &6, Fy—_"A T 20 —RELTREDOHEKRENL Y
FUBRPEDLDNDEFICONT, BE(BDZ2WVWIERE)ORIEOL LI V4V EHEET
B OIS FHIL KPS, MEMK~Y — I —BRBOKELRFERFICHFELNLLIN, 20O
%ﬁ%%ﬁ’%%bfﬁé B, LEOREBEBIINTALEE (2D WIXEE) ©RER
BoN=HAICORERLTWDS,

%%~47/2§E1E%% S 2MEIHOYy—<_1M 7 2F8a (LT, T£8
Sl EVn)) THMEFORKEZRE L, ZESTEHZIoREL L LIZHx DEBEEHIZOV
T, ZWromEMNE, KK [M3EF - BB - EESHEA 2 E] ZEOFMEI T TWVD, S
DI EO X SR TFREZRTEHRINTCEZTIZONT, HEHAZRVWTENNICZZIE
R AEEZ XML, TOBROKRWEZBERL TS,

F7-. 2017 (K 29) F 4 H XV Japanese Consortium of Prion Disease (JACOP) [T
X2 7V F 9w o B KR EHAE & H#EE L CTHE L ED T WD
(http://jacop. umin. jp/jacop. html),

APETIET, CRNETHEHFRINTCELET—XITMA, 2021 (FFf13) £2H 4—5HD2
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ARICE> TRHREShIEY —_XA F U AZAEE TR ShERHRZMA IRz ®RET D,
[ R

1. 1999 (CFpk 11) 4 H 1 B2256 2021 (51 3) 42 H 5 HE TOHMIC, WFEIEER
JRZz i@ U T & s L7z 5856 JEMF] (EME 4 & T ; ARl & + 159 EMF) Y — A1 F
VAFARTHRH IS, 200 bEE 3975 fi (MiEIERE 115 EF) BT U AR L L
TROLN, T—=FRXR—RIBEFESHTWVD,

2. R1IIZEHEZOME - BRIWFEOSMZ T, BIWEIL, BEOI2E TIiX 2014 (CEAL 26)
Y296 Bl T b £ < IRV T, 2013 (SEAK 25) 4 (293 i) | 2015 (CFpRk 27) 4 (264 #) |
2012 (SEpk 14) 4 (261 ffl) Lo TWdH, R 1IZART X OIZIE (2017 [FRk 29] 424
B) ITWEFICADBRRFHICESZ a4 Y T2l b Y a T ROETKEORMEN D D 7=
W, A%BEGBEENEZ D AEEND B,
R2ICFERBIFRNEEEERBELTRT, 60 WU ETIEIVWTWOFEBRERICE N TH
2000 FEARAT Y L iR L TR YO BER, BEFEO LADBR LT,

RI3IWCADHTEY OBREFHEE - FllIICRT, Bhb 10 TADSLZY OBRFTEK
#w%%#otoimfwiﬁﬁﬁfﬁ@km%t D OBEENBICTH TS W E 8
BNz, 2B Z0HEIIHREBREHE AN (2015 [Fpk 27] FEZBFHAEAD) THRLED
@f%D\$W®E%4k IR D,

3. RAIZHWFFOFE oM 2B AT, BEIEH 3975 51D 5> LIEME oMY 7 =
ke Y aTdE (LF. [sCID) &W9) 283030 % (76%) THH., ZDHH 7V 4 K
HEEFORBNFERSNIZDIL 1992 6] (66%) THhot-, EEME I/ oY 7z b - F
ITIFIZ LB OERM 7 a4y 7 )b b XY a7 (vCID) Z RT3~ Cll IR %2 A
L (BLF, TdCJpy Ewvw9) 926 (2%) Thotl-, BEET IV A UHED I HLEMRMES v A
Y7k agg (LLFL TgCID) &wvv9) X676 6] (17%) Tholz, ZTD 5 H 663
UL 7 VA EABEFOERRERINLTHD (FBOVO 13FZ 7Y 7ok - o
TIHOZFEEZBETHEFT1HAEFTIV A VEAERTOERZROT ., 12 1L ELE TR
MRBETHD) . VAR s AbhBA AT — X A= (LLF. TGSS| &\ 9H)
25 156 5l (4%) . BAEMEFBEMEAIRAE (LU, [FFI) &WwW9H) B4l Th-o7-, £72CJD
FHEL TVWL2b00 7V A EHEGFRETOMEBHEEOMBE T2 & THERED
ENEEII6BIFEMET 5, REEF TR L T0ROBEFEOREN K H L (37T%) . FIFF
DB F 1L 69.5 % (FFEln 0 AR 71 %) Th o 7o, IR FFFE i O F¥J 1% dCJD & TY GSS
23 50 R E ARV S B s iz,

T F IR OIFEBINC EEER - FTROMBEEZR LI T (HEOEW sCJD, #Eix
PECID, GSS DA h k) . HABEEDOERN 01T HEE N EHINT--0D., KFRIZTEHLWVWH
HEECHEHINTERETOARZEHF LTS,

RO EMOMR I FTAROHBEELZRT (K6 bHHKKNOALDEFFTHD) |

4. VA VEABGFREBEFT8TIHTEBEINTEBY, 2095 bH 831 fIN&EMEMETY
FURELTEEINTWD, B FrEROFMERTIZRT, BEICEC LIEZARAAD T U A

_24_



VERABRFOBRBIIITOATHWARVWS, FETERELREOLNTWVDLOICELBETY
FUEHESNTEEMNGHY, ZOROFRERITE 4 LEFLTLL-HLARY, —FT,
sCID L SN TWAEFMOHFIZITT VAV EHERFREDITObAL TV W EL WD, Bis
FTEBICETIERDIEGEONTZGE, BELOPZOFEKEICKH L TCAFEEZ LT I &%
HEICHEHZITDRWI X, BEREITAZEZNTH5EHKICOD 0 ARy &R CIX
%21%@ LA BBHICZOBEBIFEROFESERICOWTHHAEZITI Z L TW
HFNZOWNWTIE, EAPWITIEERENRITY) ZEZFHAE LTV E A, LEICIH L T —
f\/r7/7<§éi bW LTS, FLEMAIICITERICEL TEFOHEW I Y Y &
JOEMEZLZMLTEY, EELALNVEI R —F2TH5KH 22TV 5D,
codon 129 & codon 219 D43 A & BB EREH MBI oY 7 =V F ¥ a7 (H#B)
EENEFRRICE 8 IZRT,

5. BHAEZ SO TEEIZ 3954 ADSEERHER I N TWD (2021 [4F13] 42 H 22 BHL
E) BRI MORHLE TOMB O 2R IICAT, sCIDITEMMOFEN 17.9 » AR,
dCJD & gCJD TIEZN LV R REWHRmNEBlE I, GSSIHEEWICOh 2R BEZ T &
DENEDE > T,

6. I DELERLOICRT, HIMBITEAETIX 13% (3975 F1D 5 B 535 i) T - 7228,

dCJD % gCJD TIEHMENL LR m WEHPm A B E I Lz, FIMOFERE S LI 46T HIN T U A
VIRMEEGIE L CEFEINTWDEIN, FHIROBENHHL T RNWED 68 BRI,
INSDOEFIZONVTIHERINENHITONTEY, 5% ZHOBEEEN ENDZ Ll
FBEND, 1. VP —_"A TV AXBETHZHEEOZOICEHRIZEELEZTEL,
W EmICHT DIV R—FHEML TWV5DH,

7. TNETICAY—RA T U ATHEEINTWEBHEEL AT 5 CIDIERF (dCJD) 1FFE
AR TEBVEFH R2HATHDL  AEIOY—XA T U AFELSTHRLIC I HAINEFEI N,
1987 (MEFn 62) 4, < b N - ZAREEBIRE I LT U v v 7 - BBEBUEN 2 %
67\MMO(%$DZ)&i’%f‘bkﬁ“%fﬂ%éoEmﬁiﬂﬂ:%uvcmema®ﬁﬁﬁﬂézLTth
AREMENIEFICEm <L FIBRBWIZIEE > TV WIS Probable il & L THE I,
ZOJERF oMz, BEIZ #%~47yxfﬂﬁéﬂfwf%®%®ﬁwﬁﬁ*i@@ﬁ%ﬁ
JERHIH L2 MECEEMRESCHBEENE CHRE I, £ ORI HH L7z
Frad, WEBHEEL AT S5 CJD ERF (dCIJD) XHAE, &t 165 fINEFEINTVD,

R1L1VICHEBHE A2 T DIRKNE RS/ EO S 27, MIEEN 69 #] (45%) &
B = 5o, Ml (26 6] ; 17%) BZ kW,

K1 2ICHBEBRND dACJDFBHE TCOMMO oM E T, £ < OBHFN 1987 (IHF1 62)
FEOMBEAIRFEEFLURIICBE AL X T 2FH RO T, BHE2 G dCJD %W £ T o H H 1L &
b 2@micH D, SRIFZICHEGEINTIEN CTIE, BELDL 33FEZICHK L, BIED
WL 133 4F (R A 6.9 F, mK—&/ : 1—334) Thd, dCID JEH O I I F D
DA ER LI, BHEPOGRFEETOHME (F) onmxsR 2R T (SRFZICEEI LT
JE B & R TR )

B OMBELE TR BB EZZ T E-REZEICONTIE., BAPREOMBIRERN S N- &
DI L T 5 1993 (CERk 5) FoBEE (1 61) Zbr& . ALBRIEZLE LA O FEE 72 o
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NEF % ORERBAE 722023 H B L Tniwn, Z OMICHEBEBE O RTREMN H D IER 2 13
Bl BIAELHEBRINERTH D,

ARFFEHECTIE, HIEBEBELNH OISR 2HA . TONRICOWTEREN L FHEITH
BT 25 X1k L T\ 5d, 2021 (5F13) 4F 2 ABE, 7 X COMERF TEIRE (H2DWIT
EHRERE) 2O RE (HD2WVWITEE) ~ HEBHEEA AT 2704 Y 7V a7
ThHd] TERMHINTWDLIIERERINLTWD,

8. TNFEFTOHPEIFZ,. AR LED T, 2@TCA vV F—F vy PTABHLTW?3S

(http://www. jichi. ac. jp/dph/inprogress/prion/),

Uk
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®1. BEOM-RWEOSH

BEM B (BE, AOBREMHED "
5 x B 5 = it
HIRE -1995 7¢( 0) 16(C 1) 23(C 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 31 (¢ 1)
1998 24( 1) 34( 2) 58( 1)
1999 32( 2) 54( 2 ) 86( 2) 51 64 115
2000 48 ( 3) 56 ( 2 ) 104( 3) 44 69 113
2001 54( 3) 62( 3) 116 (  3) 62 61 123
2002 47( 3) 50( 2 ) 97( 2) 54 80 134
2003 48 ( 3) 69( 3) 17( 3) 70 72 142
2004 58( 3) 71 3) 129 ( 3) 68 97 165
2005 73( 4) 86( 4) 159 ( 4) 72 83 155
2006 58( 3) 109( 5) 167( 4) 70 103 173
2007 77( 5) 89( 4) 166 (4 ) 70 97 167
2008 73( 4) 100( 4) 173(  4) 96 107 203
2009 94( 6 ) 120( 5) 214( 5) 79 87 166
2010 99 ( 6 ) 137( 6 ) 236 (6 ) 93 125 218
2011 11 6 ) 145( 6 ) 256 ( 6 ) 107 112 219
2012 113C 7)) 148 ( 7)) 261 ( 7)) 99 142 241
2013 131 ( 8) 162( 7)) 203( 7)) 116 136 252
2014 127(C 7)) 169( 7)) 296 (7)) 115 130 245
2015 118(¢C 7)) 146 ( 6 ) 264( 7)) 120 143 263
2016 90( 5) 112( 5) 202( 5) 115 144 259
2017 81( 5) 84( 4) 165( 4 ) 127 165 292
2018 61( 4) 117( 5) 178 (  4)
2019 62( 4) 75(C 3) 137 (¢ 3 )
2020 10( 1) 22( 1) 32( 1)
Y= 2 4 7
&t 1708 ( 100 , 43) 2266 (100 , 57) 3975 ( 100 ., 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8

) RN % (LR ADBZRTEETT100%ICG5H N ELH D)
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E2. BEQOERARBEDOR T

85 (5%)
-39 40-49 50-59 60-69
=R A0 A0
BEH  B2EE (TN BEE? sEH  (FA BEE BEH  (FA) BEE
RIRE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 0.4 23 19,089 12 26 14,803 18
2001 4 2 16,080 0.1 21 19,221 11 41 15,128 2.7
2002 3 2 15,739 0.1 25 19,159 13 28 15,406 18
2003 5 6 15,566 0.4 19 19,052 1.0 38 15,636 24
2004 3 5 15,533 0.3 15 18,806 0.8 40 15,921 25
2005 4 6 15,619 0.4 26 18,968 14 49 15,950 3.1
2006 2 1 15419 0.1 25 19,085 13 65 15,677 4.1
2007 2 5 15,685 0.3 20 18,324 1.1 37 16,216 23
2008 3 7 15,908 0.4 14 17,495 08 51 16,901 30
2009 3 7 16,127 0.4 29 16,712 17 60 17,698 34
2010 4 6 16,617 0.4 28 16,264 1.7 69 18,285 38
2011 0 5 16,992 0.3 34 15,793 22 66 18,392 36
2012 0 7 17,400 0.4 27 15,469 1.7 74 18,349 40
2013 0 5 17,794 0.3 22 15,295 14 82 18,262 45
2014 2 8 17,943 0.4 33 15,268 22 81 18,027 45
2015 2 5 18,306 0.3 21 15,429 14 73 18,200 40
2016 3 8 18,678 0.4 8 15,244 05 41 18,318 2.2
2017 0 4 18,579 0.2 20 15,533 13 42 17,605 24
2018 0 3 18,432 0.2 18 15,783 1.1 57 16,836 34
2019 0 1 18,181 0.1 10 16,036 0.6 40 16,104 25
2020 0 0 3 9
5% 46 104 354,308 0.3 460 360,671 13 1103 352,239 3.1
BTG
70-79 80-89 90- 24
PN PN JN=] PN=]
BEE  (FA) BEE BEH  (FA) BEE BEH  (FA) BEE BEE  (FA)
RIRE 1999 22 9,629 2.3 5 3,922 13 0 637 86 125432
2000 31 10,030 3.1 13 4,140 3.1 0 700 104 125613
2001 41 10,454 39 7 4313 16 0 772 116 125908
2002 32 10,847 30 7 4,499 16 0 854 97 126,008
2003 42 11,219 37 5 4,703 1.1 2 929 2.2 117 126,139
2004 48 11,526 42 18 4935 36 0 1,013 129 126,176
2005 63 11,896 5.3 10 5,258 19 1 1,078 0.9 159 126,205
2006 55 12,179 45 17 5,577 30 1 1,152 0.9 166 126,154
2007 70 12,438 5.6 32 5,894 5.4 0 1,219 166 126,085
2008 69 12,612 55 27 6,209 43 2 1,277 1.6 173 125947
2009 81 12,670 6.4 31 6,544 4.7 3 1,326 23 214 125,820
2010 85 12,960 6.6 39 6,809 5.7 3 1,368 2.2 234 126,382
2011 101 13,273 76 46 7,008 6.5 3 1,442 2.1 255 126,180
2012 101 13,595 74 47 7,391 6.4 5 1,524 33 261 125,957
2013 125 13,840 9.0 57 7,666 74 2 1,610 12 293 125704
2014 113 14,137 8.0 58 7,909 73 1 1,713 0.6 206 125431
2015 105 14,081 75 54 8,161 6.6 4 1,782 2.2 264 125319
2016 83 13,873 6.0 53 8,432 6.3 6 1,922 3.1 202 125020
2017 51 14,423 35 47 8,665 5.4 1 2,050 05 165 124,648
2018 63 15,099 42 35 8,836 40 2 2,179 0.9 178 124218
2019 50 15,856 3.2 31 8,913 35 5 2,305 2.2 137 123,731
2020 1 9 0 32
5% 1442 266,637 5.4 648 135874 4.7 41 28,852 1.4 3844 2,638,077

1) AOBRE#HHTHBLLTEALTLS AN

2) AO10075 AXH4ER

3) AOBIUBERIT1999~2019F THHE 2019FLUBERBEN SV -HEMBEELESTND)
19984 LIRTIZHIE LT fEBI LA SN TUVENHEFHER 1 LR D (D7)
RIEFENALHINGEHI D HEER LT,

RIERFBTHDEN6REHHALIRIN T, HRREBHTHADE (44) LA H BRI LT=,
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=3, t*- EE%EIJAD&T:U%G)%%ﬁ

X AB10/5 Axt
AO105 Axt AO10B AR EBEHOML
BEH A0 BEFEHN) BEY A0 BEBFEHN) (B %&)
F 5 () (AN (FA) (a) (A (FA) (b) (a/b)
-39 21 25410 0.08 25 24470 0.10 0.81
40-49 48 9,269 0.52 56 9,126 0.61 0.84
50-59 201 7,698 2.61 259 7,748 3.34 0.78
60-69 518 8,811 5.88 585 9,288 6.30 093
70-79 623 6,370 9.78 819 7,603 10.77 0.91
80-89 244 3,051 8.00 404 5,028 8.04 1.00
90— 9 405 2.22 32 1,365 2.34 0.95
) AOX2015F0ERRAERLR
RIERFDEMAFEN10ANETL TSRS
4. BEOE-HEBERSHURE]
BEEIVA R
TEETSE 748
T EER BoHsd BEint RED
2EE cJbD ¥ cJD cJD CJD 2 GSS FFI cJD ¥
13
E:] 1,708 ( 43 ) 1,309 ( 43 ) 1 39 ( 42) 272 ( 40 ) 77 (49 ) 3 7
z 2,267 ( 57 ) 1,721 ( 57 ) 53 ( 58 ) 404 ( ) 79 (51 ) 1 9
F& ()
10-19 4 0 2 ( 2) 2 ( 0) 0 0
20-29 11 ( 0) 1 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 40 (1) 15 ( 0) 9 ( 10) 3 ( 0) 13 ( 8) 0
40-49 121 ( 3) 67 ( 2) 1 7 ( 8) 18 ( 3) 25 (16 ) 1 2
50-59 492 (12 ) 352 (12) 21 ( 23) 52 ( 8) 64 ( 41) 2 1
60-69 1,144 ( 29 ) 926 ( 31 ) 26 ( 28) 144 ( 21 ) 43 ( 28 ) 1 4
70-79 1,463 ( 37 ) 1,188 ( 39 ) 20 ( 22) 241 ( 36 ) 7 ( 4) 7
80-89 648 (16 ) 454 ( 15) 2 ( 2) 190 ( 28 ) 0 2
90-99 41 (1) 18 (1) 0 23 ( 3) 0 0
100- 0 0 0 0 0 0
I~BR 11 9 0 1 1 0
&t 3975 ( 100) 3030 ( 100) 1 92 ( 100) 676 ( 100) 156 ( 100) 4 16
3975 (100) 3030 ( 76 ) 1 2( 2 676 ( 17 ) 156 ( 4 ) 4 16
T8 (5) 69.5 69.8 57.7 73.1 54.3 66.8
th i (%) 71 71 62 75 56 70
EAEE () 11.0 9.7 16.2 116 10.4 115
=ED R 15 22 15 15 22 40
BEEE(E) 96 95 81 96 75 81

1) MMFMECID 303061D55, TUA LV EEEGFORRAEESIN-DIX1992451(66%) THY, HYDEHITIEZRMETT.
2) AL EEEEFDEEREROHELD, CIDORERAHIHZEL. WMALZEFXZOATIVIZEENS.
3 EEBEEERAE R, BEET (BHRAL) ICKVEBMEREZL, VA EEEGETFRET, REBZREDLELSHS.
A% (RIEREADBERCTEEE100%IZH5H N EEHD)
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&5 FRFEFOHBHE

MFEHE EinH
SHBE cJD ¥ CJD 2 GSS

#i@E

HETH (RREITR) 530 ( 75 ) 429 ( 83) 97 ( 58 ) 4 ( 16 )

HEITHE RRETED) 166 ( 23 ) 83 ( 16 ) 64 ( 39) 19 ( 76 )

HEITHETIEAEL 12 ( 2) 5 ( 1) 5 ( 3) 2 ( 8)
WHOR#(Z kB 5EIR

SAIO0—XR 468 ( 66 ) 397 ( 77 ) 64 ( 39 ) 7 ( 28 )

AT ERENAE 699 ( 99 ) 519 (100 ) 165 ( 99 ) 15 ( 60 )

MBS K 326 ( 46 ) 254 ( 49 ) 52 (31 ) 20 ( 80)

PEIRER IR 359 ( 51 ) 277 ( 54) 72 ( 43) 10 ( 40)

PR ER IR 278 39 ) 221 ( 43 ) 52 ( 31) 5 ( 20)

EHEE 323 (46 ) 271 ( 52 ) 46 ( 28) 6 ( 24)

BREESE 66 ( 9 ) 48 ( 9) 8 ( 5) 10 ( 40)

AREE 253 (36 ) 221 ( 43) 30 ( 18) 2 ( 8)

FEFHIE K 354 (50 ) 283 ( 55) 62 ( 37) 9 ( 36 )

mEMES 444 (63 ) 369 ( 71 ) 64 ( 39) 11 ( 44)
ZFDHDER

I SITEE 56 (79 ) 419 ( 81 ) 116 ( 70) 21 ( 84 )

BEES 260 (37 ) 202 ( 39 ) 40 ( 24 ) 18 ( 72)

mETPEE 268 (38 ) 219 ( 42 ) 42 ( 25) 7 ( 28)

BEbt - EREREE 137 ( 19) 104 ( 20) 27 ( 16 ) 6 ( 24)

TAMNAFEIE 46 ( 6 ) 35 ( 7)) 9 ( 5) 2 ( 8)
ADL

HETREN[EE 478 ( 68 ) 357 ( 69 ) 106 ( 64 ) 15 ( 60 )

HITIES 595 ( 73 ) 384 ( 74) 114 ( 69 ) 17 ( 68)

BETHE 324 ( 46 ) 284 ( 55) 36 ( 22) 4 ( 16 )

ANTIER2R{EA 1 ( 0) 1 ( 0)

S 2 ( 0) 2 ( 0)
&t 708 ( 100 ) 517 ( 100 ) 166 ( 100 ) 25 (100 )

N TIAEABRGFORRBETOTCLDVEMIZED.
2) A VERBEFOEERZROLND, CIDORERAHZHZEEL
FEINA X%
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®6. REFROHBRHE

MFH BiE
2H8E cJbD ¥ CcJD ? GSS
X% :PSD %Y 2646 ( 69 ) 2416 (80 ) 214 ( 32 ) 16 ( 11 )
xR R EEORRKRIE HY 196 (72 ) 563 ( 19 ) 432 ( 65 ) 117 ( 82 )
MRI: XiNEBEDSES HY 435 ( 94 ) 323( 97 ) 107 ( 96 ) 5( 29 )
MRI: EE#ZDEES HY 202 ( 54 ) 164 ( 61 ) 36 ( 42 )
MRI:#RIEDEES HY 46 ( 13 ) 35( 14 ) 10( 12 ) 1C 7))

FENFINMNOSRIIEREBEOERBHTHY, REFERTHDIZAXRILT-.
2FY, REGHEIEEEDFIA100%E75.

R7. VA ERBREFEEDRT

2B EHE BEIE
T)AEBBIGFEE T)AIREE CcJD GSS FFI

102(Pro/Leu) 135 (1
105(Pro/Leu) 17 (
178(Asp/Asn) 5¢(
180(Val/Ile) 432 ( 5
180(Val/lle)+232(Met/Arg)
180(Val/lle)+237(Ser/Phe)

196(Glu/Lys)

200(Glu/Lys) 9
200 Glu/Lys 24bp Deletion

203(Val/lle)

208(Arg/His)

210(Val/lle)

232(Arg/Arg)

232(Met/Arg) 10
96 bp Insertion

120 bp Insertion

168 bp Insertion

Three—time Octapeptide Insertion
Extra—repeat Insertional Mutation

178 2bp Deletion

132 ( 86 )
17(C 11)
4( 100 )

I

6 )
2 )
1)
2 )
0)
0)
0)
2 )
0)
0)
0)
0)
0)
2 )
0)
1)
0)
0)
0)
0)

—_ = = N OTWNW— = WN ==

AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN

—_ = = N O WONW—A = WONd == BN =
AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN
OO0 00O 00000 OO PM~MOO—= MO
PN N N N N N N N N N N N N N N N RN

FEH 17 13 4 0

&5t 831 ( 100 ) 674 ( 100 ) 153 ( 100 ) 4 (100 )

E1) FEIINIE% (MR ADBEFZRTEEE100%(2E LN E1H D)
2) TIALEABEFOLEEERHLELD, CIDORIEENHAFMNTRIZEENS.
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#&8. JUA L EHE{&EFcodon 129, codon 219D %

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys =%11
Met/Met 2524 ( 92 ) 25 ( 100 ) 5( 100 ) 2554 ( 92 )
Met/Val 221 (. 8) 221 ( 8 )
&&E%  Val/Val 1M1 ( 0) 1mCc 0)
&t 2756 (100 ) 25( 100) 5( 100) 2786 ( 100)
ait 2756 (99 ) 25(C 1) 5( 0) 278 ( 100)
Met/Met 1,836 ( 95 ) 9( 100 ) 2( 0) 1847 ( 95 )
Mo 04 Met/Val 84 ( 4) 84( 4)
wI1)Lk-¥ Val/Val 1M1 C 1) me 1)
aJ% (B8 &5t 1931 ( 100) 9( 100) 2 1942 ( 100)
&t 1931 ( 99 ) 9(C 0) 2 1942 (100 )
Met/Met 4128 ( 92 ) 147 ( 97) 10 ( 100 ) 4285 ( 92 )
Met/Val 349 ( 8 ) 5 ( 3) 354 ( 8 )
&AEE) Val/Val 14 ( 0) 14(C 0)
=1 4491 ( 100) 152 ( 100) 10 ( 100) 4653 ( 100 )
=k11 4491 (97 ) 152 (  3) 10C 0) 4653 (__100)

1Y —ARASUREESTREASNTEH (56976]) DILEBIEFREZITO-EIRNT(RELTIH)
TUREBEIN-LDEED)
) £AIEEFEDIL codon 129 DHEERIIH B codon219 DIEERMNRIBLTULBEHIHA 455185 5.
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RO. RCHFDOEBINSKTETORAM

TEiR%4E
PMF BEoHs Pt rreic

RN TETOHM (B) SEE cJD” CJD cJD? GSS
0-11 1633 ( 41 )1384 ( 46 ) 36 ( 39 ) 208 ( 31 ) 5 ( 3)
12-23 1,071 ( 27 ) 846 ( 28 ) 30 ( 33 ) 183 ( 27 ) 12 ( 8)
24-35 534 ( 14 ) 421 ( 14 ) 12 ( 13 ) 8 ( 13 ) 12 ( 8)
36-47 210 ( 5) 131 ( 4) 6 ( 7)) 53 ( 8) 20 ( 13)
48-59 124 ( 3) 79 ( 3) 2 ( 2) 27 ( 4) 16 ( 10)
60-71 70 ( 2 ) 28 ( 1) 0 27 ( 4) 15 ( 10)
72-83 37 ( 1) 10 ( 0) 1 1) 11 ( 2) 15 ( 10)
84-95 34 ( 1) 9 ( 0) 1 ( ) 12 ( 2) 12 ( 8)
96-107 25 (1) 5 ¢ o) 1 ( 1)y 6 ( 1)y 13 ( 8)
108-119 19 ( 0) 7 ( 0) O 6 ( 1) 6 ( 4)
120- 54 ( 1) 16 ( 1) 2 ( 2) 16 ( 2) 20 ( 13)
PN 143(C 4) 94( 3) 1 38( 6) 10( 6)
&Et 3954 ( 100 ) 3030 ( 100 ) 92 ( 100 ) 676 ( 100 ) 156 ( 100 )
Ty (A) 222 17.9 23.1 29.2 76.0
EBEEREH) 26.6 19.2 28.3 31.9 51.4

=/ (A) 1 1 1 1 5

=mAH) 312 312 206 250 294

EN TV VEBBEGFORRETOTVELGIZET.
2) AV ERBEGETFOEREZROELD, CIDOREENHDHIEZET.
BN % (LE R ADBEFRTHEI100%(I2BLBNIELHD)
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£10. EW9HE

ESL [FIXHEEH BEL VB &at
sCJD 325 ( 11 ) 2263( 75 )  442( 15 ) 3030 ( 100 )
dCJD 41 ( 45 ) 36 ( 39 ) 15( 16 ) 92 ( 100 )
gCJD 84 ( 12 ) 581 ( 86 ) 1M( 2) 676 ( 100 )
GSS 14( 9) 139 ( 89 ) 3( 2 ) 156 ( 100 )
FFI 3 1 4

REETE DIEHIELBRSILTLNS
CoftIz, ZERBTUA R (1B EXFEREDTVF U (16]) D26 AFEEFHELTIHRESN TS
BRI % (MERADBBRTEFIE100%[2G 50465 D)

sCJD: M OV TV -YaThR

dCJD : R IEREZE I 57040 Y7L -vaTR
gCUD HEEMEIOA YTV - YaTdR

GSS: FILARRT Y - RARASRTF—- v AU H—R
FFI: BU3E M R ik M A ERAE

sCJD, dCJD
FESE1 - BFHARERR, £E DR TOYNECRELAETTRHIZEET)
TUoEBERE.
(X ITFEER : FREERT ROV VERIT, #ETHERETRL, K TPSDZREHS. BIZ, Y
A—XX, SRR AN ERIES, /MNER - RERE. B - BSKEDS
H2IBE L ETRT. HBLIE, TEEWMIICASHIT, §EKR14-3-3FABETE

ERERAEBMN2F K.
BELMVAI: [FFHEEBI LR CERFRAEIRER I MY, PSDERK.
gCDJ, GSS, FFI

FHEEH HEEERERR, FEYRA0T0vMNEORERBETTRICEEDY
FUoEBEREHL VAU EREGFERERTS.

(FIXFEES RERRRIIGEVD, TIAVEREGRTFERERD. BEKFTRAFELAL.

B RERAGC JUAVERBEEFERELERASA TGN, EEETIF
VIRETRR T DERATR ERIKENHD.
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F11. EEBIEEZE 5704Vl
P YaJdRBEOBIEOLLEL =R
JRAE (&) AB (%)

i fE 5 69 ( 45 )
fangiiil 26 ( 17 )
RIEHNEARE 10( 6)
i Ifn 7C( 5)
IR 8( 5)
=¥ 7( 5)
R 19(C 12 )
=X 2 E 7( 5)
0" 2( 1)
it 155 ( 100)
1) ZMEFEILE 16, SMEERTADLAD
focusPRZEF1iT 145

FRIMA X% (LE R ADEFZRTEEE
100%I(27% 6N EELH D)

F12. BEBEE2ET3/04YITL - YaIRBEQOBEELBEN S RFEETO RN

BN SRFETOHM (F)

BiEE 1-10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 3I3FE AHE
1975 1 1
76
71
78 1 1 2
79 1 1 2
1980 1 1 1 3
81 1 1 1 1 4
82 4 2 1 1 8
83 6 1 5 1 1 1 1 16
84 12 2 4 1 1 1 2 1 1 2 1 28
85 12 1 1 2 2 2 1 2 1 2 26
86 10 1 2 3 2 4 4 2 3 31
87 8 2 1 3 1 2 2 1 1 1 1 23
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
At 58 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 155
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B1. BEBEREZET4/0C4YI)L- VITRABE 155 ADRFEDSH

E1. ERBIEEEZA TS0V YaJKEE1 53ADRFED S

16

14

12

10

(AN) 8

B
B
0
Lnle\OOChO\—!NmQ‘LnLDI\OOO\OHNMSLOKDI\CX)C‘IOHNMQ'L”\DI\OOC\O
00 00 00 O 0O OO OO O O O O O Oy O O O OO OO0 0O 00 A d ™ o A o =+ = =+ + N
OO OO OO OO OO O OO OO0OO0ODO0OO0ODO0ODOLODOLDODOLDLODOLDDOODOLODODOoOOo oo
™ A A A A A H A A AN AN AN AN AN AN AN AN AN AN AN AN NN NN NN N

B

FHR(T2021F2B DI —RASU AR E R THIZITICIDERHONT=HITH D,

H2 BEBHEEZETS/04YTI-VITHREE 1S5 AOBENCRBECOLHABMOLS M
H2. BRBMEEHET 55 00YITL b 2T H153A0 BlA SEBETOMMOL

18

16

14

12

10
(X))

12345678 9101112131415161718192021222324252627282930313233
&

FHRIZ2021 F2A DY —ARAFUREZERTHZIZICIDERDHONT=-HITH S,
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JEA G BT B A A O & (R

PR BBORITIE S 3E)

SRR
TV FARDY—A T A L EGETRHICEE T % AN IEEE

EEY—RASVRICETSCOMRED T) A+ U mDEFBR
(19994 ~2020%)

L v 2 2 PAN- 251
BRIt 10

EITAPERIK F OIS o 5 — AR
AMERICH  EATERR R o 4 — A

MREE
U 95 & GRIE ST JERFIE3975 AT

filL, MMFEMHECIDAY3030 AN (76.2%)
— e vx A= (GSS) 73156 A (3.9%)

LRI

19994 H /N H20214F2H £ TIZZ7 u A Y 7 =)Lk« ¥ 279 (CID) —_( F L AFES TS

DIEY | 2019%9H 75366 NHEIN L7, TR ae o5y
. BEPECIDAY6T6 N (17%)
. WEEREAERE 2 A4 5 CIDA92 N (2.3%) 72-7=,
7Y F R ORBRIZEICEmEE THEL L TW DA,
WHDTIEAL il@wﬁmﬂzwﬁff)ﬁyrmmﬂﬁﬂmibfwétwkmﬁﬁémﬁ
HRTH D, FileREEOEALCID —_ A 7V AEFERIT
WXZWI RO TIUTIE L L CWTRERT (IS ElE) 73,
ol Z ENRBREROTERERNEEZOND,

TFIWVA K<« AhaA AT

TR AR OBRENEICHE LT

BBIB R O X - T,
F;?E@J TVAIRERE S NS X DI

A. BFREM

JuaAY7x)b k¥ 27 (Creutzfeldt-Jakob
disease, CJD) ’ﬁi‘%éﬂé b R U A UIRIE A
WU HEAT T % RN RE IA /=X AL
DOFFRIER A 2 L, ﬁ%ﬁﬁm% EXfRCHLET
LHESCRI IR MR R TH D, AHFED HBiX
TV A IROREY— A T U RADT — ?A%X
ot L, ©DREOT U A R\ 0E G 2
HZEZhs,

B. FIRAE
(B—ARoA 5 O REH - HHRIR)

[TV A IFOY—_A T A L EYT 5B
T DAL AL L7 TCIDY—of T2
ZEE XY, 19994 LR, 7V A D4
EH—_A T o ARERSNLTWD, —1F
YAOHMNE, ENTRERAETLE2TOT Y A 9K
EEETHZEICED, DREOT Y A RO
FHEPALNCT DL, bREICET DA RA
CJD (vCJID) DR % B ﬁ#é ED2HITH D,
REZ10DT vy 725, EDEKAIZCIDY—
A T UAFRR (MREANRREME OFME) 25
&L, SEEAROCIDI Y BT (it EEp B
=) o OWHNERT, IHHRINEL T L7,

Y=g T ZDIFERIFITIR D3O DFEEE TA
F L7, OFFERBIBEMIE IS < BFKH
AN, QIRYMETEICEES < BT (BXERYYE) |

QOQHILKRFACHFELND TV AV EABLGTHRE
BLORIRRKZICHE LN D BERRE OREIZ I
SAFIRRME, b &Il ifmﬁﬁiﬁﬁ%
L IIFEBEOREMMF LN TGAICOHFERM LT,
W%éﬂt?«f@%%%ﬁm%*ﬂ47/x
éaxﬁwﬂ%mrmﬁﬁhmﬂb PRV
NE D MORBE (A2 | 2WromIE, JRK
e EEFHm L, b, 7 JZL/J“E BIE ST
SEFNZ SOV T I, ﬁEtfﬁ 1% bR X BRI EIREIC
T A AT U CIBIRR A & FE0E L 7o, (AEAFBIE
BE b B8 )

(DR

1999454 A 775202142 H £ TO MBI HIZE S
T2 T229 N (77U A i LIS O RRIRBRBHEBE L
THE SN b EEND) DO B, CIDH—~A
TFUAFEETT VAR EREINTZ3975 A
(MEAREE D 5 366 ANHN) Z frkige & Lic, 7235,
TEEAEAEIE 2 453 % CID (dCJID) {2\ TlE, CID
YA T U RAFB O E RN EE I -
19964F O £ [FEF A I L V1997 ~ 994 D Ja fx 7k
FAEIZLVACID ERE S N6 N E A DLET-A
FH155 A (201949 H 75 1IHEIN) & ofrxige & L
77

(REEADEE)
RIRFOMNIEHIZESEA B, MR K4 (=
CTNDR) | AEFT GEREROR) OB EIEE L
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Sy PR SE RS E & 5 01

THBY, HAZRFECTEH2HERONEITIT-> T
720, CIDW—_A T v ZAOEREICIE. T TITAR
RFEOMEFELZE S CTERINTND,

C. IREER

(BE)

19994E4 H 72 5 20214F2 A &£ TIZT939 A D B
TERMDUEE ZHL, 39TB AN T U A U Jh L RE S 1
72 (201949 A 725366 A1) , #FEMECID (sCID)
733030 N (76.2%) . EI&MECID (gCID) H3676 A

(17%) . VA R~y « ARBAAT— %A
v B —9 (Gerstmann-Straussler-Scheinker J7,
GSS) #3156 A (3.9%) . dCJDZ392 A (2.83%) .
EHEMCID (vCID) 21N, BIEMEFHEMEARNE

(Fatal Familial insomnia, FFI) 734 A\, Do
7Y A ED6 NTE o T2, ACID DRI # 13 20164F
LPISEZRD TR 7278, 2020412 1451 O F B 58 E
DHERENT-, 3975 ADH, 1708 A (43%) %
P 2267 N (57%) Nt -7- (F1D) .
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1) EUROCJD:
http://www.eurocjd.ed.ac.uk/

2) THE NATIONAL CJD RESEARCH &
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http://www.cjd.ed.ac.uk/surveillance

3) National
Surveillance Center:

Prion Disease Pathology
http://case.edu/med/pathology/centers/npdpsc
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Overall, sCJDg2, vCdJD, dCJD, gCJD3, GSS, FFI, *ofh 4,
N=3,9751 N =3,030! N=11 N =921 N=6761 N=1561 N=41 N=16!

PERI
L3 2,267 (57%) 1,721 (57%) 0 (0%) 53 (58%) 404 (60%) 79 (51%) 1(25%) 9 (56%)
5 1,708 (43%) 1,309 (43%) 1(100%) 39 (42%) 272 (40%)  77(49%) 3 (75%) 7 (44%)
R
10~19 7% 4(0.1%) 0 (0%) 0 (0%) 2 (2.2%) 2 (0.3%) 0 (0%) 0 (0%) 0 (0%)

20~29 % 11 (0.3%) 1(<0.1%) 0 (0%) 5 (5.4%) 2 (0.3%) 3(1.9%)  0(0%) 0 (0%)
30~39 % 40 (1.0%) 15 (0.5%) 0 (0%) 9 (9.8%) 3(0.4%)  13(8.4%)  0(0%) 0 (0%)
40~49 5% 121 (3.1%) 67 (2.2%)  1(100%)  7(7.6%) 18(2.7%)  25(16%) 1(25%) 2 (12%)
50~59 % 492 (12%) 352 (12%) 0 (0%) 21(23%)  52(7.7%) 64 (41%) 2(50%) 1(6.2%)
60~69 7% 1,144 (29%) 926 (31%) 0 (0%) 26 (28%) 144 (21%) 43 (28%) 1(25%) 4 (25%)
70~79 % 1,463 (37%) 1,188 (39%) 0 (0%) 20 (22%) 241 (36%)  7(4.5%)  00%) 7 (44%)
80~89 % 648 (16%) 454 (15%) 0 (0%) 2(2.2%) 190 (28%) 0 (0%) 00%  2(12%)
90~k 41 (1.0%) 18 (0.6%) 0 (0%) 0 (0%) 23 (3.4%) 0 (0%) 0 (0%) 0 (0%)
R 11 9 0 0 1 1 0 0

I Statistics presented: n (%)
CID:z7uAfY 7=k F¥aryFE  sCID: MM CID  gCID : Eint: CID
GSS: FNWVA =y« AMBART— v A IR
dCJD : WRBMEEZ AT 5 CID  FFIL: BSEMFREAIRE  vCID : £RE CJD
2 7 A RABG T ORB LT TRVl 25T,
37U VEHBBTOERERDRNA, CID OFHEREN & 544 &,
4 AR 2 A, BEEC (ML) [CkviBEwie L, 7Y A VEARBRET, FEEEZRET. 2L,

(B1.1] H¥—R_RA S URERGBEREANOBEABICL DTV A VRECEROER
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TE[E#2 4l # Creutzfeldt—Jakob & D ER FR I B D 1R 5

MARRE : FIRKXFRFBMmZ L - iR mEE (i RRZ) IWEIEC

Clinical features of pathologically confirmed dCJD

Plaque type Non-plaque type p Value
Patients (n) 17 24 -
Male/Female 8/9 12112 NS
Sile of dura mater graft:supra- 96 1309 NS
finfratentorial
The year of dura mater graft 1982-1988 1981-1993

(range)

Age at dura mater grafting, y,

mean SD (range) 39.6 + 15.5(9-58)

413 + 16.3(16-63) NS

Incubation period, y, mean +
SD(range)

Age at onset, y, mean + SD (range) 56.6 + 14.1(26-71)
Disease duration, m, mean + SD
(range)

16.4 + 4.7 (9-26) 17.8 £ 51(11-27) NS

59.4 + 15.7(30-79) NS
12.4 + 7.6(5-38)

3.1 + 2.4(1-13) <0.0001

Laboratory and MRI findings of pathologically confirmed dCJD

Plaque type(n=17) Non-plaque type(n=24) p Value
No of No (%) of No of No (%) of
examined patientswith examined patients with
patients positive patients positive
EEG
PSWCs 17 1(5.9) 24 24 (100) <0.0001
CSF
Positive 14-3-3 protein 8 5(62.5) 14 11 (78.5) NS
Positive tau protein 3 2(66.7) 4 4 (100) NS
MRI
T2WI, FLAIR images, or DWI 10 8(80) 22 19 (86.4) NS
DwI 9 7(77.8) 18 15(83.3) NS
PrP genotyping
Codon 129 polymorphism 14 MM 14 (100) 22 MM 22 (100) -
Codon 219 polymorphism 13 EE 13 (100) 22 EE 20 (91) NS
EK 2(9)

Manifestations of pathologically confirmed dCJD

Plaque type

(n=17)

Occurrence

(%) Duration
Myoclonus 706 75 %32
Dementia 100 45+31
Pyramidal signs 412 78 £3.0
Extrapyramidal signs  76.5 78 £4.1
Cerebellar signs 88.2 19+26
Visual disturbance 58.8 48 £34
Psychiatric
symptoms 58.8 34+32
Akinetic mutism 706 109 29
Death 100 14.8 = 8.0

Non-plaque type

(n=24)

Occurrence
(%)

9538
9538
875
542
583
M7
70.8
95.8
100

p Value

Duration Occurrence Duration
2011 0.024 <0.0001
07+08 NS <0.0001
19 +13 0.002 0.001
18+09 NS 0.001
0.7 +09 0.038 NS
11+13 NS 0.024
07+09 NS 0.043
27+12 0.024 <0.0001
17.7 114 — NS

Comparison of clinical features between
codon 219 polymorphism

Codon 219 polymorphism EE EK p Value
Patients (n) 60 5 -
Men/women 24/36 41 NS

ns
The year of dura mater graft (range) 1978-1993 1975-1993

Age at dura mater grafting, y,
meanz SD (range)
Incubation period, y, mean +
SD(range)

Age at onset, y, mean + SD (range)

Disease duration, m, mean + SD
(range)

39.8 + 16.1(7-64)

17.5 = 5.4 (6-30)

576 * 15.7 (24-81)

6.7 + 6.8(1-38)

35.6 + 16.7(16-53) NS

254 * 45(19-30)

0.006

61.4 £ 17.9(35-79) NS
8.8 * 14.2(1-34) NS

fig
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PEERF T A B LER % (dura matter graft associated
CJD)LERERHIICR MR DS SRR T L5~ 141
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HE 3F4
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Total number of patients and age-adjusted incidence rate

Genetic prion Dura mater graft-

Sporadic CJD disease associated CJD

Male Female Male Female Male Female
1016 1362 306 424 35 46
(42.7) (57.3) (41.9) (58.1) (43.2) (56.8)

No.patients (%)

Age-adjusted
incidence rate/million 0.66 0.88 0.20 0.26 0.017 0.025
population/year

Age— and sex—specific incidence rate
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