RHM2EETVF RO Y — RSV REREFHICET HRERRMEARAR

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

Manifestations of pathologically confirmed dCJD

Plaque type Non-plaque type p Value
Plaque type Non-plaquetype  p Value (n=17) (n=24)
Qccurrence Occurmrence
Patients (n) 17 24 - (%) Duration (%) Duration Occurrence Duration
Male/Female 8/9 12012 NS Myoclonus 706 75132 95.8 20+11 0024 =0.0001
Site of dura mater graftsupra- g 1319 NS Dementia 100 45+ 341 95.8 07+08 NS <0.0001
/infratentorial Pyramidal signs 412 78+30 875  19+13 0002  0.001
T f
U’;ﬁa’;af“ dura mater graft 1982-1988 1981-1993 Extrapyramidal signs 76 5 78+41 542 18+08 NS 0.001
Cerebellar si 88.2 18+ 28 58.3 0709 0038 NS
Aﬂeal%“t"a mater grafting, ¥, 39.6 + 155(9-58) 413 + 16.3(16-63) NS erebellarsigns
mean: SD (range) Visualdisturbance 588 48+ 34 47 11+13 NS 0.024
Incubation period, y, mean + b
SD(range) 164 = 47(9-26) 17.8+£51(11-27) NS f;;’;’;fr:‘; 588 34+ 32 708 07103 NS 0.043
Age at onset, y, mean + 8D (range) 56.6 = 14.1(26-71)  59.4 £ 157 (30-79) NS Akinetic mutism 706 100 +28 958 27+13 0024 <0 0001
Disease duration, m, mean + 8D -
(range) 124+ 7.6(5-38) 31+ 240-13) <0.0001 Death 100 14.8 * 8.0 100 177 114 — NS
Laboratory and MRI findings of pathologically confirmed dCJD Comparison of clinical features between
codon 219 polymorphism
Plaque type(n=1T) Non-plaque type(n=24) p Value
No of No (%) of No of No (%) of Codon 219 polymorphism EE EK p Value
examined  patients with examined  patients with Patients (n) 60 5 —
patients positive patients positive
G Men/women 24/36 41 NS
PSWCs 17 1(5.9) 24 24 {100} <0,0001 Site of dura mater graft:supra-
osF Jinfratentorial 27128 40 NS
Positive 14-3-3 protein 8 5(62.5) 14 11(78.5) NS The year of dura mater graft (range)  1978-1993 1975-1993
Positive tau protein 3 2(66.7) 4 4(100) NS Age at dura mater graftin
MRI mraans SD (ran e}g "o 398+ 161(764) 356 = 16.7(16-53) NS
T2wi, FLAIR images, or DWWl 10 8 (80) 22 19 (86.4) NS - .g
owl g 7077.8) 18 15 (83.3) NS Isnéubanon period, y, mean + 17.5 + 5.4 (6-30) 254 + 45(19-30)  0.006
PrP genotyping (range)
Codon 128 polymorphism 14 MM 14 (100) 22 MM 22(100) - Age at onset, y mean + SD (range) 576 £ 15.7(24-81) 614 £ 17.9(35-79) NS
Godon 219 polymorphism 13 EE 13(100) 22 EE20{91) NS Disease duration, m, mean  SD 6.7 + 6.8(1-38) 88+ 142(1-34) NS
EK2(9) (range) ) ) )

ﬁ H

1. TEIEFHE# Creutzfeldt—Jakobdi (dCJD) D IETS5—H T L B0 B sy M 614
CIDIZHHLILE-BERBRERETIDIZHL T5—rBIFBRTEITT.
BEAMNS/INEEBEANASN ., PSWCsD HIBSFEMNEMN 1=,

ARV 2198 BEKE (FIILASVRREIEY S UIKIDATO) DEETR HEH

SRIEFETOERYIMIZEER (FILASVBEIDOFRER) ELBELTHEE
[CR{.EKANTOESIXICIDDRELTES T HAREMENREZZONT-,
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BH2EETIA RO —RASURERETFHICETHREARERATRR

HREDOT)F U EOEFHIRE (2021428 )

MRS EE ELHRRREEN Bif6 mRERMAREE I— KE &HF

) TVAVE RBEREFHECEHB O ERHETS (n=3975)

| FE4

250 A ‘I ] L [
19 7"
203
200 L -
165 P 15/:\ / 1
155 £ W _
150 4 14 Fi
1 1 po3 PRog
psf P61 £
15 113 o
100 4 ! BO:
sq 61 fed [T 65 [I7
50H
mmmmmmmmmmmmmmmmmmmmmm
SRS - SURT )~ R B AOEEED Loo0mLE prmE
9 - =
TVFIRDORAER
. L PR
Bzg7V+m 1681 (0.4%)
8367 (21%) -

BE{EMCID 676 (17%) -
GSS 156%) (4%)
FFI 4% (0.1%)

3,975

1999%E4 A ~2021%2H
EE’:%?E;J %?ﬁ (#5144 5,8561)
TEEBfE®CID 926 (2%)
ZLERCID 1 (0.03%)

Bkt
1,708 : 2,267 (43:57%)
AEF#

69.5+11.0 (15-96) &
EEHE
22.2+26.6 (1-312) A

BRUET VI E
MAEHCID 303061 (76%)

TREAER 10387]

FuFER

FHANE DEERF DL

Allfights Rasarvd. 1999F4 F ~2021F28

TVA VR —RASUORAEBEL(E, 199954518 M 52021452858
ETCIZ5856fFEMETL . 3975BIF T AU REFIFELT =,

SRR IZH B EMFEECID 303041 76%), EIEtET) A > %% 8364
(21%), TEFEfEHECJID 9241 (2%). ZREE! 141(0.03%) TH-1-.

X 2015F LI, —~_ASURBERNAAPHERAERIYDLGODE,
REMNTTLTLENES
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DN2EETIVF RO Y —RAFVRERRFHICEAT HREARMERRAR

PEERF T A B LER % (dura matter graft associated
CJD)LERERHIICR MR DS SRR T L5~ 141

ROEE  ENHRAREZAE LGS HRERME LV F— RIRERKRERN SESH

HE 3F4

ARIZBITHTVAVRBEED Y —RAFURX
Western blot s mixsmmmassns wrmzes) [CEWVT, BRITHRERHRUEERKRED
VLo RV RURRBREETL, WEPE
T BHEMALET AR --REE/ELTVS,
TR —RASORIZEWNT, ERIICE
R 1% Creutzfeldt-Jakob disease(DCJD)H3%E4H
N=-NREREF ICLYEBETE-—HIZRER
Liz. EBEEOBWNIVAUIRT—IR—XIE
FED=OIZ, REBREHNEATHLI LEH
Rl

REFRIRARKICHEKRL, KNRE-8H, 88, Rékid, EER, K
li%ﬂsl;cmé.

2. VAU RBICESBEERMRIT AN,
3. TVAURETRY BRI, 7 FEVFHRETLRDLA,oF=.
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BH2EETIA VRO —RASVREREFHICET HRERRMHARKR

TVA RO ZRELE)RIED
2A40—7v I AHE
MEsE . ERASESHWERE HELA

FHBREZENLE. FVFVBEORBRLEY R ZICEAL THET B7-9.
CIJDAvvTv MEESE L TEE,

12252 REATAO—RR

-—_ S

FR17510R

FER24%58
TR1849A

TR 1543 FR2TE1R

ERK2051 A 27498

fg &

. DHREFHRA 2272 SEESPISD . RMEEEITOC. B
TSR DSAMETFAHES] (TP IERERIES D) ThH D —BfE K= {EA
LCWEZENHBLUTC. Blbesd. SRFMRICEEA DN TREAT
NTHOH., TRBEYRDZZRE UBH2F10H98 (CEESBIAE(CfE
RIEMREIR (L —RA) OBBRZEITOIFLLD.

2. CNFETICI8TH/N T AO—7 YV TOWRRERZDTWND, CDD5
SEEBRFETIC7BHIDI0ERID T AO—77w THAIEINE T L TULB,
CNETDOECA, ZIRBREDOFEE(LIRLY,
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 SH2EETIVAUBEOY—_RASUALR AT HICET AAEREMHFRRE
Y —RASUADBIEFEEH

FRSEE RAXFAFRETRHARE X €2

TVAVERABREFERLGL 216451
129M/M, 219E/E 204451

129M/V, 219E/E 3451

129M/M, 219E/K 745

129M/M, 219K/K 115

129M/V, 219E/K 1451
TIAVEBRBIEFEEDHY 881451

P102L 415

D178N 145

V1801 6315 (129M/VIZ1145))

E200K 1041 (129M/V 145, 219E/K  1451)

V2101 1451

M232R 9151

R B

1. 2019101 B 520209830 ETCOEEFRITEITo1=.
2. BIZFRERFTOELHIX. 304 TH 1=,
3. TNALVEBLERTIX AKRELTVISOIZEENZ S THD,
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DMN2EFETIVF VROV —RASVREREFHICETHRAERRHEARER

2EY—ARASVRIZET<HAED
TUF R D IEER (19994 ~20204F)

MRDEE  BREHNAFHEBEERF L4 —ARBEZHM ML BN
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2. Fiphaih s TR BIFRDER

@@ 100

i'ti F RS §R

ke -

< 157 40~495%
E 5 0- 50~595%
O RO~G9HE
5 25 70~T95%
iﬁt 80~5E
b ool — . | . .

_ &SSP E ST YT

1. RREREETCEROFREBZLE T HE2005FEMRFERE
RTEHRDENNSKGETETEY, XY —RAFVADBERHIREN
TATBVIEERLTVS. TUFURORTERIIELEMLTSY,
RRERLREZE-THMLTIKEFESNS.

BRI BB EIT405R L L0 L TITBERIBIELV D ITRL,
BEEB (60 LlL) CII LR ITHIERMEHLNT-.
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BH2EE TV BOY— RISV REBRTHICET S HEFRRFERE
TIA VR —RASVAT—EDEE - BRDOHR

MRS EE  REXFEFN BERREE S8RE

HEREAEMEE X (2009~ 20145 E) [T W T2 ERBETIBEIN =T UA U F

m V180! mP105L
D
M FHECJID 87.5% mP102L mD178N
@E200K m < Ofth
o M232R m -~

A~BH 28%

V180I 39%
m I F4ECID

BEGHETY FF
BESHTY A VTF
@A

P102L 19%

2009~ 2014 FE EE CICH EREABEM TR ELLTHRIESN =T )A U fEEHI L
92345 THo1=o ZDS56 . MFEMCIDIL8084. EIEET A HIL695], EEHES
YA EIE 2561 TH o 1=,

ERMITIA RO, BIEBEOBREDHLHEIF8FITHOT-.

BEMTI)AREDSE . V180LIK39%., P102LI1%19%& EHi% 5. E200K, M232R
[E3%ECIDH—ARASUREFERDFAELLLTEWNEER(CEEFE STV,
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DN2EETIVF RO Y —RAFVRERRFHICEAT HREARMERRAR

TV FUIRIIBIT S

ARDBE EERXRFRFREREEFHE

BRI A TE DB 7

BHAREFSH [FEESR

WHOZE #Possible8f5|DMRIGZ R E#E 2 kA& ET

i 51 PSD 14-3-3 QuiC %fi~ REWR#&%/# KE2EEHL MRIE#E aAVh
codon129 MRI(R) gDWIEE IDWIEES
82F, % < 2.7 4 + V1801% 7w
T9M, & + - 0.5 - + +
70F, MM + + 3.0 + KF+/MH- +
60F, MM + + 1.0 - + +
68M, MV - + + 3.8 + - (B8TH, ATSR) + MV2% =i
81F, & + - 3.2 - + +
78M, MM - + + 0.4 KF+/MH- KF+/MH
62F, MM - + + 1.3 + + +
1913

WHOZE % Probable4045 D F2 B #A R D 15 54

Probable EHFETH RNE~MRI ERZ/EH KRE2788LULE MRIE#E(+)
HRE(R) (A) DWI(+) DWI(+)

£ 44+54 22+18 KF26 KF 39 KF 40 (100%)

n=40 MH 20 MH 34 MH 36 (90%)

PSD(+) 35+47 22+18 KF24 KF 34 KF 35 (100%)

n=35 MH 20 MH 29 MH 31 (89%)

(LN 1) (%Ly2)

14-3-3(+), 10.7*+55 1.6+1.6 KF2 KF 5 KF 5 (100%)

BiR<2E (L) MH 0 MH 5 MH 5 (100%)

n=5

1. WHOR 28I D55 . MRIZHTEZE(Z K> T7{ TProbablefEH LM T=
f=o MRIZ I B S REH IEMM2T2A T D EF THHoT-=. .

2. MRIZWE#EZFRAL\S5Z & T, Probable )2 WrHFEAAWHOR #£ k) R HA

EL7=,

3. SERFERE CsCIDMNFEFEL=LHPossible3FEHIDS5L . MRIZZETE
K TlI 25 TProbableE#ITE SN T=,
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BH2EETIA VRO —RASVREREFHICET HRERRMHARKR

ENTVA U RBE DK D/NAFI—H— DR
BRAFAZREEESHOMER RENFHNT - 5 =
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10.00%

0.00%

HEE

14-3-3 protein 14-3-3 protein total tau protein RT-QUIC assay
ELISA

mRE  FEE

1.TUASRDBE (CSITDIMEMT U A SROBERP D/ A AT —F—(14-3-3
EHWB,14-3-3FBWB% - ELISA,#84 J%&EH,RT-QUICE) TIZRAE (&
79.3%,81.4%,80.1%,70.6% %FEE($81.2%,80.4%,86.4%,97.6% T D
Zo

2. RT-QUICA(IZ100% T3/ <. S IEER(E256I Th o7z,
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BHEETVAVROY— RISV REBR T S HEFREHARRE
N—=F I RETIF VRO EHBIOEEZH N EO NI

o18E REE RRHBEEERFERtEVI— KA #MILEE

-]

-

BDORT/A—F Y RERITPRBEICENT, ®EH
IN=F IR FDINSBRINTVF U RDIRENE

1IN—F I IREGINRTI)A U IRICER

2HBERE., TBEOHN, BRETLAN\V)I—T1R—5—D 1k
BT, ERR SRR &EST=,

3. BB ERIREITI LA KL=,

4IN—X DY RIETIAVRBLUEBEEHONTEY . XHIOEEZEHMN
Boht=-C&. HRUY—ZADELNT=BEEITKEL,
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DM2EETVAVROY —RASVREREFHICET HRAERRMEARER

2020GL 0D E 40
~ERBRICH T 520206LE T EE-

MRSEE: BEIIVTUFERKE KE—H

ERESE 25 RICEDRRICH T HIARE (ERER
)

| IABREDEM

EREEDFOREICEDICIARER., FRENERERUVERE
FITHE SnE-ABRVEGEHRFFZAL. D, BELGEEZT-
TLWANDOVWTHREZ 752 &IC& Y. FRFZREN D, BIER
ERZTO2HBICATSHOLVLDETSHIEZR HELTWLET,

2 REXIEHE
HERER., REFMZHRET ™. AR (RR#23X)

3 RAEEKHR
EREEEHRDRBINE GERER)
T2 EBAH OEFRIRE
2020GLICEDWV=T VA URRMEKEITI L SHEET S
Bz A 2 5t SR DR SR 5
PEBEFOEERRLE,

1.

2020GLIZCDWTTI T RBTHR AT EREERIZHULNT, 2020GLICE DWW =T A

AR REITOLSIIBE TSI LT IR - - TROSEMREEIRNIZEHTR
FTHENTE  2020GLOEAMBIEICEMTHLEEZOND,
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BH2EE TV ROY—R(SUREBRTFHICET SREFRAALRE
FH2ELBEBR DY —RAFUARRIZONT

MESEE LBEXRFHERAR K8 —H

SFNENA~SH2E10ACIDY —RASUREAEOR)

MFEtECID Ei=ECJID S 4EFEECID BYyEd
5l % 1 4 0 4
B.4i 1:0 2:2 4:0
EHFEE () 68 79.8 70.8
i5& M232R: 1451, V180l B EAE 115
3451 fxifES 1451
HOREMERZ 14
DLB 1451

LB EMRICETETIA RO REE (RIEH/1008 N/ 5F)

3.50
£E 127,094,745
3.00 2.90 ibiEE 5,506,419
2.50 2.30 (%) 42.5
biEE - 3,164,081
2.00 1.82
1.75 Sporadic CJD
1.50 =Genetic prion disease .
. 1.23 ® o o Acquired prion disease @Eﬁﬁ(k)**
Unclassified CJD :”:’EEEEJE(A) 203
1.00 0.86, :
0.67 Total REAH DU FEIA) 10
=
0.50 0.30 037  — ° = s 030 AITREBEE(A) 63
0.07°° ", =R et 0.04 (%) 32.6
000 TS 0.07 BFREBUIMEE(N) 130
1999-2003 2004-2008 2009-2013 2014-2018 (%) 67.4

1. CADMFEON9B DY —RASUREEL., IMFECID 18 EEEHE
CJD 4R Z#HELT-,

2. Y—RASUZAHAMEFE. 4HICHELI-BE . LBBICET5HsCIDD
REERIEMERIZH S,

3. dtEEIZHITAsCIDDREIFIAOZENEVIRTZEO AIFIRER
USNDHIETZUMERIZH S,
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TH2EE
LA IZETHTIVA VRO Y— RS5O RKR

MESEE . RAKXKFREZREFRARE R BRERREFEBEMRARELEF FAES

j. J,r_,,ﬁﬁurm%sz
cEHH 1 W
§ @ . E‘}i « BF 6 1
oo - B 6 #l
) - B 2 I
A ;““‘ - Wiz 5 #l

| ]l*". - 2E 5 3l
°f . £t 25 {5l

1. FF24EEE 25FEHI T ) AV B LB
2. 225 A P FEECID
3. BT UA &I 26l o=
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BH2EETIVAVROY—RASUREREFIHICET HRAEAREHAT AR

e BE-REICBIT52020E0 T A FEY—RALS5UAKR

MESEE FRKXFE PMEHFFE

3851 sCIDa&ugCID V180l 180/ MU Lo IEBIAIEN0 Lz

69U T
N (A)
25 25
20 20
15 15
10 10
5 5
0 0

2009-12 2013-16 2017-20

M ¢CID (V180I)
M sCID (possiblefz<)

70-797%,

2009-12 2013-16 2017-20

B 5CID (V1801)
B sCJD (possiblefz<)

80U £
(A)
25
20
15
10

5

0
2009-12 2013-16 2017-20

M sCID (V1801
M sCID (possiblef&<)

f&

1. FIR-HE-RFEIRICHLT, SFI2EE(XIZsCJD 1645, gCJD 3fHl&FE
7L, dCJUDIE RO HT-.

2. INETODIRIZHITHERTFHREHEIE, sCID 1045, gCJID IBITHS

CEMBHIFE LY HsCIDA PP LR INT=.

3. 3RIZHITE2007FELIEDsCIDEHE L UeCID VISOIDFEHIEZE69% LI T,
70~79%%, 80k LL ED3FIZH 1T, BEMELEZREFTLI-EA, sCIDEH
& UgCJD V1801&H12805% LI E DFEHIAMEIML TL =

4. 80RELLEMIEMIZHLNTgCUD VI8N HHBEENEL, TVAVEH
B FOEANEETHIEEZONT-.

- 122 -




SH2EETVA VRO —_RAS5VREBL T 2 RAER LR ERE
MEpEIOAYITILR- TR MM1 /808 o) B RA BN =
&+ B IE KM D S HRIE SR O HIRSEE O 2

MRSEE . =R X REEHEMNXZARFREREFRESMERKGERERS (NARERAR)

W/ RECDD T A O— ™ AR,
X A H I D ax F)HA D i B2 (& . INVEAE N A - MM oA
UTD2NE—VICHFETE o

1. ERXIXEE :62.5%: A =i !
2 L 2
2. PLEDs#! : 37.5% : &R i
13
WEFNRD/E— £2-44 B |
fﬁ': [ZPLWDs (PSD) A& @ﬁ L E2 MM1 definite PLEDsB MRS, MRIFTR
EBEREZAVO—XZANR “"(A‘:Fﬁ‘i?ﬁ)j!i‘éﬁ&' B R C‘:’;ﬁmﬁ:"ﬁ')‘ .

6 ;h/ T: o i:;ﬁﬁ; Hu Al AN A e o1 E i

1. RETL-MM1 /5 BB sCUDEE 85| D Jm FI HA D i) T, 5451(62.5%)
[IMRILLD R EESEEEB(RIC)ET—HET -, EhRIRE
(Fp. C. P, O)IZinoT= (XXX T4 D S IR iE 81 i E 1= (X FRiR K E
BZROENA), 5BIDSE45| M FEH3.25HhH(2-48A)T
PSWCsIZ#1TL71=(1B),

2. 3151(37.5%) [XPLEDs% £ L f=(&2A),
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SM2FEETVAVRDOY =RV AR PRICEATSMERRENT AR

AIBICHITEGSS-P102LDEE Bk AR T
—20FE DRIE—

MESEE  EREREUARFEFS MNAZEAR HHihz

HANISER n=132 YIFREIR n=140 (E¥E€HD)
. 63/69 (1 : 1.1) AN P 75.8%
SOXE 15.2%
FESF#Hn (range) 55.4 (22-75)
il 6.1%
%‘iﬁ%@ (0/0) 90-2 @%Bﬁ% 6_80/0
2@ (A, range) 67.1 (10-186) Z DA 2.3%
200 MRISESERTETOHAR (B) 200— fX;EPSDEFRT-ETHHEAR (B)
150= 150 ¢
&
oo
Q
100~ 100~ ° ®
° 00
- 50~
. % PR
* ° ~.‘.
0 0 T T
With MRI Without MRI With PSD Without PSD
hyperintensity hyperintensity 42 6M 63.6M  p=0.0453
45.2M 81.1M  p<0.0001
i B

1. GSS-P102L1S, 132 AKHESN . chiZThFETTHRXOBHPTHS
2. LY FAE SFIR(355.488% . RIEEZH T 5T E(390.2%(CDF o7
3. FIREEIRIZT75.8% D/ ML BETHD ., BAAED15.2%%F K& _LE-:

4. MRIDBEEZATHIH. RROPSDERATIHBALBLMRELELT
FECFTORMBHEICEDL
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[N2EETIVF RO Y —RAFVRERREFHICEAT HREARERTAR

HOBEOY—RASURDORBEZT DR E
KBS EE HEERTR L SRR RHERE B 8

20114 ~2018F K BEIURFEAZFTZE D
FEUREAEFEZEZEE - FEIUREE

i A AT B i 525 B HiE e R FARIE ==
1 146 146 o 0.0%
2 215 164 51 23.7%
2 172 173 o 0.0%
4 927 366 61 6.6%
s 402 397 s 1.2%
3 75 7 i 3 4.0%
7 264 252 a7 4.5%
2 646 526 120 18.6%
=] 351 299 52 14.8%
10 S83 537 a6 7.9%
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40 201145 ~20185F FRERFKREUNE
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BIREICLYREROBEGHLNZEFT S,

FIREOSSIEHETADFE

o ER FEEBEECIDOFHILDELLIZEHBERNMEERETLTLS,
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® FRAIRELEREIL KRBT 2— 1t(NCNP;’“B::@E"‘BFE*M)WJ)

0 RELFIHAARSAODHRET (2020 FEE/R) EE R

o BHRELX-HAKDBH.EEH -RESOERE

0 H—ARASUREBARBEO—AHRLLABEMEDHE

fi# =%

1. BEFEANZEZIEHIEOD, S—RASURABEDRIWWITELEE
FEREBEELEVSIZIKEFERZVVRETHD, EAE~ANDBEFENTZR
ALY RLITODHDELNH S,

2. 2018 FEEDRIUE(FELLHNELZD., T —RAMTURAELBEARE

RED—RENEDEHDO—DOTHLAREMENH D,
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BENE-#ER - LRHEOTIF U /mY— (SRR E
HRSEE METIAPALIRELHRRBEMENH - HEPES BPESR

20205 —A~_A S RRE (BRI - 56 - 1LLFL)

TUA IR

e 136 ‘ |

BRETUASR E200K 241
61 V180I 24

] M232R 24

MmxECID
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A W N

. 20205 DEREAEHI BT 4246 T, RELE L TG oT=,
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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
No.patients (%) 1016 1362 306 424 35 46
P ° (42.7) (57.3) (41.9) (58.1) (43.2) (56.8)
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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1999 ~2019FE D) A /D INER

L fEGIE sCJD dCJD fCJD GSS FFI

wA 47 32 1 13 1 0

= 207 142 4 34 26 1

&8 46 22 0 3 21 0

RIF 40 34 0 6 0 0

REZXR 39 34 0 4 0

42 35 0 7 0 0

34 29 0 2 3 0

80 39 0 9 32 0

46 39 1 6 0 0

581 406 6 84 84 1
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PSDJ

PSDEH BRI ® PSD () 3 PSD ()

sporadic CJD (70%, 1560451)

genctic CID (24%, 43140)
dural CID(61%, 236 [

non CID (11%, 98745)
total CJD+ non CJD (44%, 3001451)

1. W&
Total CJD(2014%)= sCIJD(156145)+gCJID(4314)+dCID(234)
nonCJD (9874)

2. PSDHBHEE:
sCID(70%) = dCID(61%)>gCID(24%)>nonCID(11%)
E200K (73%)= M232R (72%)>P102L (11%)>V1801I (4%) >P105L (0%)
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