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®1. BEEOM-RBEOST

BERY BE . RrRAOBEHEH)"
8 x E 5 S it
HIRE -1995 7C 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24(C 1) 31 (¢ 1)
1998 24(C 1) 34(C 1) 58( 1)
1999 32( 2) 54( 2) 86 ( 2) 51 64 115
2000 48 ( 2) 56 ( 2 ) 104( 2) 44 69 113
2001 54( 3) 62( 2 ) 116 ( 3) 62 61 123
2002 47( 2) 50( 2) 97( 2) 54 80 134
2003 49( 3) 69( 3) 118( 3) 70 72 142
2004 59( 3) 71 3) 130( 3) 68 97 165
2005 74( 4) 88( 3) 162( 4) 72 83 155
2006 58( 3) 111 (¢ 4) 169( 4) 70 103 173
2007 79(C 4) 91( 3) 170(  4) 70 97 167
2008 73( 4) 100( 4) 173(  4) 96 107 203
2009 94( 5) 121 ( 5) 215( 5) 79 87 166
2010 101 ( 5) 141( 5) 242( 5) 93 125 218
2011 113(C 6 ) 149( 6 ) 262( 6 ) 107 112 219
2012 114(C 6 ) 150 ( 6 ) 264( 6 ) 99 142 241
2013 131 (¢ 7)) 162( 6 ) 293( 6 ) 116 136 252
2014 129(C 7)) 169 ( 6 ) 208 ( 7)) 115 130 245
2015 120( 6 ) 150 ( 6 ) 270( 6 ) 120 143 263
2016 98( 5) 124 ( 5) 222( 5) 115 144 259
2017 98( 5) 108 ( 4) 206 ( 5) 127 165 292
2018 88( 5) 161 ( 6 ) 249 ( 5) 154 183 337
2019 9( 5) 124 ( 5) 223( 5) 105 166 271
2020 91 ( 5) 141( 5) 232( 5) 131 183 314
2021 51( 3) 74( 3) 125( 3)
2022 0( 0) 1( 0) 1( 0)
& 3 4 7
it 1944 ( 100 , 43) 2610 (100 , 57) 4554 ( 100 , 100) 2018 2549 4567

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

)RR % (ME R A DR TAEEHF100%IT7252 N 2 E1H D)
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S )
-39 40-49 50-59 60-69
JN=RY AR AR
BEH  BEH (FA) BEE? BEH (FA) BEE BEY FA) BRE
HRE 1999 2 4 17,158 0.2 19 18,646 10 34 14525 23
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 27
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 39 15,636 25
2004 3 5 15,533 0.3 16 18,806 0.9 40 15,921 25
2005 4 6 15,619 0.4 27 18,968 1.4 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 1.3 65 15,677 4.1
2007 3 5 15,685 0.3 21 18,324 1.1 37 16,216 2.3
2008 3 7 15,908 0.4 14 17,495 0.8 51 16,901 30
2009 3 7 16,127 0.4 30 16,712 18 61 17,698 34
2010 4 7 16,617 0.4 29 16,264 18 72 18,285 3.9
2011 0 5 16,992 0.3 34 15,793 22 68 18,392 3.7
2012 0 7 17,400 0.4 27 15,469 17 75 18,349 4.1
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 82 18,027 45
2015 2 5 18,306 0.3 23 15,429 15 73 18,200 40
2016 3 10 18,678 05 10 15,244 0.7 50 18,318 27
2017 0 7 18,579 0.4 26 15,533 17 50 17,605 2.8
2018 1 4 18,432 0.2 24 15,783 15 75 16,836 45
2019 2 2 18,181 0.1 16 16,036 1.0 59 16,104 3.7
2020 0 2 17,939 0.1 12 16,379 0.7 62 15,523 40
2021 0 3 17,499 0.2 5 16,767 0.3 34 15,099 23
2022 0 0 - - 0 - - 0 - -
£+ 50 117 389,746 0.3 501 393,817 1.3 1253 382,861 3.3
it %)
70-79 80-89 90- £EH
A0 A0 A0 A0
BEH  (FA) BARE BEH  (FA) BERE BEH  (FA) BARE BEH  (FA) BHRE
HRE 1999 22 9629 23 5 3922 1.3 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 10847 30 7 4499 16 0 854 97 126,008
2003 42 11,219 37 5 4,703 1.1 2 929 22 118 126,139
2004 48 11,526 42 18 4935 3.6 0 1,013 130 126,176
2005 64 11,896 5.4 11 5,258 2.1 1 1,078 0.9 162 126,205
2006 56 12,179 46 18 5577 32 1 1,152 0.9 168 126,154
2007 72 12,438 58 32 5,894 5.4 0 1,219 170 126,085
2008 69 12612 55 27 6,209 43 2 1,277 16 173 125947
2009 81 12,670 6.4 30 6,544 46 3 1,326 2.3 215 125820
2010 86 12,960 6.6 39 6,809 5.7 3 1,368 22 240 126,382
2011 105 13,273 7.9 46 7,098 6.5 3 1,442 2.1 261 126,180
2012 101 13595 7.4 49 7,391 6.6 5 1,524 33 264 125957
2013 125 13,840 9.0 57 7,666 7.4 2 1,610 12 293 125,704
2014 113 14,137 8.0 58 7,909 73 2 1,713 12 298 125431
2015 108 14,081 7.7 55 8,161 6.7 4 1,782 22 270 125319
2016 89 13,873 6.4 54 8,432 6.4 6 1,922 3.1 222 125020
2017 66 14,423 4.6 56 8,665 6.5 1 2,050 0.5 206 124,648
2018 91 15099 6.0 49 8,836 55 5 2179 23 249 124218
2019 78 15856 49 58 8913 6.5 8 2305 35 223 123,731
2020 95 16,171 5.9 57 9,113 6.3 4 2386 1.7 232 123,399
2021 49 16,299 3.0 32 9,400 34 2 2521 0.8 125 122,780
2022 0 - - 1 - - 0 - - 1 - -
He 1664 299,107 5.6 784 154387 5.1 54 33,759 1.6 4423 2,884,256

1) AABEHEFTHBELTHERALTLSAD

2) AO1007 A4

3) AOBLUBEIRE1999~2021 FTEH (2021 F LB ERBEN S LV =DEELLZ>TLNS)
1998 F LURTIZHRIE LIEBF RSN TUOE WO AEFHER 1 EIFERL S (DiELy)
RERFHRADE (108) LEQHHLIRINLI=,

016



=3, t&- EE%EIIADJBT:U%G),%%ﬁ

X AB10A Axt
AO10/ A%t AO10B AR EBEHOML
BEH A0 EBEHN) BEH A0 BFEHN) (B &)
F#5 () (AN FAN) (a) (AN FAN) (b) (a/b)
-39 29 25725 0.11 30 24,622 0.12 0.93
40-49 58 9,119 0.64 76 8,821 0.86 0.74
50-59 229 8,242 2.78 304 8,137 3.74 0.74
60-69 595 7,609 7.82 699 7914 8.83 0.89
70-79 724 7,446 9.72 961 8,725 11.01 0.88
80-89 293 3,544 8.27 491 5,569 8.82 0.94
90- 13 601 2.16 42 1,785 2.35 0.92
E)AOZ2020E D ERFAEHER
RIEBFEHAAOELRRELTHDE (F5H108) L2 M LRI LT,
F4. EEOU-REBERIHFHERAI]
BiEEIIAUE
EiEBE S
M EER BonbHd EintE RED
£EH cJD P CJD CJD CJD 2 GSS FFI Tutim D
i
2] 1944 ( 43 ) 1488 ( 43) 1 40 ( 43 ) 317 ( 39 ) 84 ( 49) 5 9
= 2610 ( 57 ) 1965 ( 57 ) 53 ( 57) 493 ( 61 ) 87 ( 51) 2 10
F#h ()
10-19 4 0 2 ( 2) 2 ( 0) 0 0
20-29 11 ( 0) 2 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 0 (1) 15 ( 0) 10 ( 11) 5 ( 1) 13 ( 8) 0
40-49 121 ( 3) 70 ( 2) 1 7 ( 8) 22 ( 3) 31 ( 18) 1 2
50-59 492 ( 11) 380 ( 11) 21 ( 23) 59 (7)) 68 ( 40 ) 3 2
60-69 1144 ( 25 ) 1049 ( 30 ) 26 ( 28 ) 166 ( 20 ) 46 ( 27 ) 3 4
70-79 1463 ( 32 ) 1367 ( 40 ) 20 ( 22) 282 ( 35) 9 ( 5) 7
80-89 648 ( 14) 542 ( 16 ) 2 ( 2) 237 (29 ) 0 3
90-99 4 (1) 20 (1) 0 34 ( 4) 0 1
100- 0 0 0 0 0 0
N 11 8 0 1 1 0
it 4554 ( 100 ) 3453 ( 100 ) 1 93 ( 100 ) 810 ( 100 ) 171 ( 100 ) 7 19
4554 ( 100 ) 3453 ( 76 ) 1 93 ( 2) 810 ( 18 ) 171 ( 4 ) 7 19
T (5%) 70 70 48 57 74 54 56 68
h s i (5%) 7 7 48 61 76 56 58 70
ZHERE (%) 11 10 - 16 12 10 5 13
=RED () 15 22 48 15 15 22 46 40
BEEE(E) 99 95 48 81 99 75 61 92

1) HIFETECID 345361055, TUA L EHBEFORELNEESNI=DI1£2,2884 (66%) THY, Y DIERFITILRIEST.

2)TIAVEABEFOERERDEVD, CIDOREELNHLHIEZEL. BALEFIECOATIVICEFND.

) EEBBELATS, BERET (FHRAL) ICKYEBMEREL, JUFBERBETFHRESR, REEEZAEFLENEEND.

AN IZ% (MIERADBEBRTEEX100%IHELENELH D)
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R5. TRFEEFOHBTHRE

MM EiEH
eEE" cJD? cJD? GSS
8
EITH (RRETE) 997 ( 77 ) 788 ( 83 ) 195 ( 64 ) 7 ( 18
EITH (BHRETR) 276 (21 ) 146 ( 15) 96 ( 32 ) 31 ( 78
EITHE TN 26 ( 2) 11 1) 12 ( 4) 2 ( 5
TEER Y
SAYO—XR 856 ( 66 ) 717 ( 76 ) 122 ( 40 ) 12 ( 30)
T ERENE 1280 ( 99 ) 944 ( 100 ) 300 ( 99 ) 26 ( 65)
N ERR N 588 ( 45 ) 458 ( 48 ) 94 ( 31 ) 35 ( 88)
KRR 695 ( 54 ) 534 ( 57 ) 139 ( 46 ) 19 ( 48 )
IR R IE 502 39 ) 393 ( 42) 96 ( 32) 8 ( 20)
EHES 593 ( 46 ) 495 ( 52) 85 ( 28) 8 ( 20)
REFEE 128 ( 10) 93 ( 10) 22 ( 7)) 13 ( 33)
ARES 423 ( 33 ) 375 ( 40 ) 44 ( 15) 3 ( 8)
AR IR 619 ( 48 ) 490 ( 52 ) 109 ( 36 ) 15 ( 38)
mENERE 849 ( 65 ) 685 ( 72) 143 ( 47 ) 13 ( 33)
ZDHDER
I HITEE 995 ( 77 ) 743 ( 79 ) 212 ( 70 ) 34 ( 85)
EEEE 482 ( 37 ) 371 ( 39 ) 8 ( 27) 26 ( 65)
W T P = 502 ( 39 ) 400 ( 42 ) 8 ( 28) 12 ( 30)
fEht - ERAfEE 263 ( 20 ) 202 ( 21) 49 ( 16 ) 10 ( 25)
TADAFEE 94 ( 7)) 78 ( 8) 13 ( 4) 2 ( 5)
ADL
RETHENET 897 ( 69 ) 675 ( 71 ) 197 ( 65) 19 ( 48)
HITIEE 962 ( 74 ) 717 ( 16) 210 ( 69 ) 29 ( 73)
BETRE 624 ( 48 ) 531 ( 56 ) 81 ( 27) 7 ( 18 )
A IIER #s%E 14 C 1) 12 ( 1) 1 ( 0) 0 « -
SE VIR 15 (1) 12 ( 1) 2 ( 1) 1 ( 3)
&t 1299 (100 ) 945 (100 ) 303 (100 ) 40 (100

3£ 1) MMHEMHECID, BIEHECID, GSSUNDKEEEELIRTOIIA U RESE.

2) T)AVEBRBEFORRFITOTVVELVEIESD.

3) TNALVERBIEFNLEEERHLEND, CIDOREENHIHEST.

4) WHOIERZE E(ZHE LD XI-LERES REES - HBHEK (IWHOIEIZEE LT E LA
FEINA (X%
FEEWRETSNI201 TFE LIBIZE RSN BB HEZEH LI (S BIEEZREFRBUZETESELY).
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6. B UBMRIT .0 H B

E Bzt
SEED CJD ? cJD ¥ GSS

R AT R Y
PSD

& T4 3049 ( 70 ) 2706 (80 ) 251 ( 33 ) 19 ( 13 )

(=S 1332 ( 30 ) 667 (20 ) 501 ( 67 ) 122 ( 87 )
EREHOBRIKIE )

5 % 444 (73 ) 301 ( 78 ) 126 ( 65 ) 12( 63 )

(=S 163 ( 27 ) 85( 22 ) 69 ( 35 ) 7( 37)
MRIFT & ¥
AXKNREDSIEET HY 979 ( 95 ) 728 (97 ) 237 ( 97 ) 9( 29 )
EEZDSES HY 442 (50 ) 354 ( 55 ) 81 ( 39 ) 5( 18 )
HAEROSEE HY 103( 12 ) 79(C 13 ) 21 ( 10 ) 1( 4)

SE1) MFEMECID, BIBMECID, GSSUND T AU REELIRTOI)AURESE.
E2) VAV ERABEFOREBEEZTOTLVELVIEZSD.
AN TVALVERBEFOLEEEZROLELD, CIDOREENAHLIFIEZST.

F4)PSDLSNDIEE X, ABEZERETSN201 TELBICEFIN - BERERILI1=20,

PERITEFREBELREIASZ0N.
A (%) DR ERIFEREOERERBTHY, REERTHOZE XL
2FY, BREBMHLEEEDOFA100%E4S.
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F7. TVAUEREEFcodon 1298 & Ucodon 219D B R DL %

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys Eit
Met/Met 4504( 92 ) 156 ( 97 ) 11( 100 ) 4671 ( 92 )
Met/Val 379 ( 8 ) 5 ( 3) oC - ) 384 ( 8 )
£HEH") Val/Val 17¢C 0) 0( - ) 0( - ) 17(C 0)
=1 4900 ( 100 ) 161 ( 100 ) 11( 100) 5072 ( 100 )
CEH 4900 (97 ) 161 ( 3) 11(C 0) 5072 ( 100 )
Met/Met 2921( 92) 28 ( 100 ) 5( 100 ) 2954 ( 92 )
Met/Val 258( 8) 0o( - ) o( - ) 258 (8 )
guﬁ'/rﬁ Val/Val 13 0) 0( - ) 0( - ) 13( 0)
BERK) a3 3192 ( 100 ) 28 ( 100 ) 5( 100) 3225 ( 100 )
&t 3192 ( 99) 28 (1) 5(  0) 3225 ( 100 )
‘ Met/Met 2121(  95) 10 ( 100 ) 2( 0) 2133 ( 95)
MEIETOA Vet val 97( 4) 0( 0) 0(C 0) 97( 4)
JITIEN ol val 12( 1) 0( 0) 0( 0) 12( 1)
jjjg)(ﬁ &% 2230 ( 100 ) 10 ( 100 ) 2 2242 ( 100 )
&t 2230 (99 ) 10( 0) 2242 ( 100 )

1) —ARASURAEESTRESNT-ERF (6,691 DILBILFBRRETOFEIRT(ZER T VHREERTE
SNE=EOESD)
F) £RIEEHEDIL codon 129 DIERILH DA codon219 DFERIARIBLTULSEFH 475185 5.
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£8. JVAVERBEEGEFEEDRH

£EEN BintE
T EREETFEER I REE CJD

GSS

FFI

102(Pro/Leu) 147 (
105(Pro/Leu) 19 (
178(Asp/Asn) 8 (
180(Val/lle) 523 (
180(Val/Ile)+232(Met/Arg) 5
180(Val/lle)+237(Ser/Phe)
188(Thr/Lys)

196(Glu/Lys)

200(Glu/Lys)

(200Glu/Lys, —24 bp)
200(Glu/Lys)+232(Met/Arg)
203(Val/lle)
208(Arg/His)
210(Val/lle)
232(Arg/ Arg)
232(Met/Arg)

Octapeptide Repeat Insertion

(72 bp)

(96 bp)

(120 bp)

(168 bp)

(&P
Codon 178 (2bp deletion)

—_
—_

O WN—-=- W—-=NO = — —

AN AN AN AN AN AN AN AN AN AN AN

—_
-y

NNDNOO W=
AN AN AN AN A~

-y

(&)

—
NOOOOOONMNMOOO—=h~—=NOUU
ol
N

—

—
COWN—-=-W—-=-NO = = =0 W —

- (2]
G OO0 OO0 UOO0OO0—= o O

AN AN AN AN AN AN AN AN AN AN AN AN AN A

[y
—_
—_
—_

O oo —=-0O0
NNDNOO W=
AN AN AN AN AN
OO0 oOoO—=-0O0

=i 967 ( 100 ) 794 ( 100

N N N N N N N N N N N N N

— N N N N

)

147 ( 89 )
19(C 11 )

166 ( 100 )

7( 100 )

7 ( 100 )

BN IE% (M AADBZR TEETX100%[CHESHE N ELHD) o

BIFEERFRDOINMEMCIDELTEERFSINTWAIEFHAHS (5H1846l: TEEDAEY) .
Bl FEEFZDEH T/ BEZFZTNL V7B, E200KF 1 FI=0HIFEMECIDEZ S = 1641,

[AIE2] Octapeptide Repeat Deletion (-24bp: IEFE Z & T#HH24bpMD R K)EH T HIMFHEMECIDA

SBIFBEFHEIN TS,
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®9 RTEDRBIOETCETOHE RTHEREhTVEIEQHEER :N=3,977)

ERHE
SEE S EER BEDH5 BEiEH SERED

RHEMSETETOHRM(A) cJD” CJD CJD cJD? GSS FFI POE L
0-11 1765 (44 ) 1495 ( 48 ) 0( 0) 35 ¢( 38 ) 226 ( 35) 3( 2) 1( 25) 5( 29)
12-23 22 (1) 6 ( 0) 0( 0) 0( 0) 7C 1) 7(C 6) 2 ( 50) 0( 0)
24-35 43 ( 1) 11 ( 0) 0( 0) 2( 2) 13(C 2) 16 13) 0( 0) 1( 6)
36-47 1111 ( 28 ) 874 ( 28) 1 (100 ) 30 ( 33 ) 189 ( 30 ) 11 ( 9) 0( 0) 6 ( 35)
48-59 555 ( 14 ) 442 ( 14) 0(C 0) 13 ( 14) 91 ( 14) 8 ( 1) 0( 0) 1( 6)
60-71 205 ( 5) 136 ( 4) 0( 0) 6 47 (7)) 16 ( 13) 0( 0) 0( 0)
72-83 17 ¢ 3) 76 ( 2) 0( 0) 2(C 2) 23(C 4) 13( 11) 1( 25) 2 ( 12)
84-95 62 ( 2) 3 ( 1) 0( 0) o(C o0) 19(C 3) 11 9) 0( 0) 2 ( 12)
96-107 37 ( 1) 12 ( 0) 0( 0) 1 1)y 10C 2) 14 12) 0( 0) 0( 0)
108-119 28 (1) 8( 0) 0( 0) 1 8 ( 1) 11 (C 9) 0( 0) 0( 0)
120- 20 (1) 5( 0) 0( 0) 10 1) 4( 1) 10( 8) 0( 0) 0( 0)
N 12 10 - 0 1 - 1 -

&5t 3977 ( 100 ) 8105 ( 100 ) 1 ( 100 ) 91 ( 100 ) 638 ( 100 ) 121 ( 100 ) 4 (100 ) 17 ( 100)
EH(A) 21 17 42 23 27 78 28 25
FRIEA) 14 13 42 15 18 68 13 19
BEREA) 25 18 - 28 30 53 35 22
=/INA) 1 1 - 1 1 10 7 4
=X(A) 312 312 - 206 255 294 80 68

FNTVAVERBETFORRETOTVEVGIZET.

) AL ERBEFOERERDHEVD, CIDDRERLNHIHEST.
ST 3,97 THIEEE LIz GBI R REL A o= B (X EE A SIRA) .
FEIRIE% (MIEEADBERTEEIE100%I2E5HENELH D)
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#10. ZHOHEEE

FEE 451 (X IXHEEH £%0 M3l &t
mMFMECID 368 ( 11 ) 2580 ( 75 ) 505 ( 15 ) 3453 ( 100 )
ERECID 1( 100 ) - - 1( 100 )
EERIBEEDHHCID 41 ( 44 ) 36 ( 39 ) 16 ( 17 ) 93 ( 100 )
EiEHECJID 108 ( 13 ) 691 ( 85 ) 11¢C 1) 810 ( 100 )
GSS 16( 9) 152 ( 89 ) 3(C 2) 171 ( 100 )
FFI 3( 429) 4( 57) o( 0) 7 ( 100)
PNEREDTYAE" 2( 17 ) 6 ( 50 ) 4( 33) 12 ( 100 )
LBE (/D) 539 ( 12 ) 3469 ( 76 ) 539 ( 12 ) 4547 ( 100 )
EDDEEREDTVA IR (E19ER) (CIXZMHEETRELTHEENS.

KT DEHILERILTULNS
FEIMAIE% (REREADBERTEEIE100%I2E5ENELH D)
GSS: FILARMT Y ARALRT— v (U T—IR
FFI: BB R4 AR JE
PIFEMECID, EIEBHERE D HSHCID
HEEH - HEAMARERR, 30X 4 OV CRELBEZTTRKICEE T

TUOERERH.

(FIZHEEN] FREBRTFRMNLVERI T, ETHRRETRL, K TPSDERDHD. BIZ, S
A—XX, KR HAENRES, MUEK - REERE. 85 -8SKED
BE2IHBULETRT. HAHLIE, TEROMILIZASHIT, 88K 14-3-3FE8BHET:
BRER B A 2F R i

£F LM - (X IXHEEGIEFE CERKIEKRETRT A, PSDERL.

BInECDJ, GSS, FFI
rESE 451 : HAMARERR, £EYIR40 IOV CRELBEZTTKIZCERE T
TUoEAZERHEL, VAV EAEGFEREFETS.
X IZFEEG FERRIEIELD, VAV EREGRFERERD. BRAAERNFELLIL.
£F L\ : RIBRFR MG, VAV EREGFEELIBASNTULVEND, EinET):
URETRETHERFTRERERNHD.
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11 EIRBEEEZRTH/0/4YITTIL
b VPaORBEDBIEQLELL S-RE

fRAE (R&) A# (%)
fxi g5 69 ( 44 )
Aixi £ 1 27 ( 17 )
RIEHREIRTE 100 6)
i xfn 7( 4)
Eisi 8( 5)
==X 7( 4)
R s 19( 12 )
=X #iEE 7C 4)
0" 2( 1)
&t 156 ( 100)
1) BHEFEBLE1H. SMERTANAD
focusPRrZE F 1T 145

FERIE% (MEREADBERTEEHE
100%IZH 6N EEHHD)

®12 BEBEEZEI5I904Y I YaAIBRBEOBBEELBHEICRBETOIMH

BIEA LRFETOHME (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 33X &HFt
1975 1 1
76
77
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 1 24
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
ait 58 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 1 1 156
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H1. EEBEEEZE T 704V 7L YaATHEREISADRFTEDSF

16
14
12
10

(AN) 8

L!')LDl\OOCDOHNm<rL!')LDI\OOC\OHNMSLDLDI\OOO\OHNM#LHLDI\OOCDO
00 0 00 0 0 O O O ) &y ) O O O O ©O © © O O O O0O0O0 H ™ o o A oo
DO OO OO OO OO0OO0OO0O0O0O000000O0O00O0O0O0OOoOOo
R I B B TR IO B O IS e O O R B R o R Y o A o I o VA o N A o N Y o VI o N A o I o VAN o VA o I o VI o VA o N I o VI o VI o\ I o VI o VI o\ I o\ |

B2 BEEBEEZETHSI/AMYITILE-VYITHRBEEISCADBENCRBTETOHBMOS A

18
16
14
12

10
(A)

123456 7 8 9101112131415161718192021222324252627282930313233
3
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2023 (& fn5) 4 03 H 20H

TNVFOBDH—RASVRABER
2023 ($M5) £ 2 AfE TIVAVEYIY—RLASVREAEL

JE A G5 B R AT TR A B e BETA M IR BE e AR AT JE 5 3
TUVFITDOY = A T 2 L JRYT P B % di & 078 BE

[ ]

DRI O ERBIRBEMIEFEE, BIEOHRIEICESS TV A VFEGOEHROERE A
BEAWMGEORFEORICHEAMREBMAZLIRMNT 2 12> TWDH A, 1999 (Fik 11)
FELY, KANORE (FRARARGAEICEREORE) BELNLT U A UREBROZE
F ORI A N ZE IR AR E MBS TERMED A &Y B 3 2 5 & A
780 BE (LLF. TEFZEEE) v o, 2010 (CERk22) FELY [TV A RO —XA 7
ALY TRIICEAT 2MAEMITE ~BIT) ICEMH S, TV A UFEOMRICIERSND
kbl RETIE A Y Tz b s AT —RA T RAEFEE (BIZTY
TR —_NA T URAFBE W) AFEL, TORPTREEZ 1077y 7T TH
HREANE, BB R EOoEMELZY) — XA 7V AFBLE L TREL, SLICEHEMNRED
TV AR HEYEME (BREYEME) o a5 T, RO BFEICH T D EREICH
T O (R I E SR EEFRE AT ERGE (AN REBBRMEFEE) ORF
WM ENI2BEEREMAZECERIEGONTZERFICHONT, FATE L CEMFAEEIT-
TW5, 2006 (AR 18) 4FFEED B TEYLIE O T 55 & VR YL E O B 125t 3 5 B ICBE
LA (EBRERE) AW T ONTEFMIZOVWTEH, REOL & THAXTR L
THEIIChoTm, EHIT, HAEEZITI OB —XA T U AFERT U A VY F M
E (HREEYEME) NRALEEMCOVWTHREBICHEEL WS, Y—_A1 T 2D
—RELTEREOHEREENL 7 VA VEPEDNIBREICONT, BF (b D WITFEEKE) O
FAEOS LIV A VEABEFREBEOKBENRIERFIC, MWEBE~ — I —HKOUKE
NERRZCHFELONIN, ZOFFRLAECIEHL TS, B, ULELoEEITVWT
LT (BDWIEEE) ORENELONTZHEICOREKL TWD,

V= T RAFRFEMHICHE SN DM REHEOY — o T 2FB82 (LT, [&
B Lvw)) THMHAEFORMRZHREL, ZERTEIIORELZ L LICHx DEHIC
DOWT, BWrofEMSE, FK [MFEH - Bk - SEEMG R ] 2 8otz T > T
Do EDX I TR Z/MTHEEKINTZBEHICONT, ECH 2RO TEHNICZZIE
W ICHAEREZ XML, TORORKRUZEBHL TWV5,

2017 (EAk 29) 4 4 H £ Y Japanese Consortium of Prion Disease (JACOP) (& X B 7V A4 v
oo BREF A & LTI A 2O Ty (http://jacop. umin. jp/jacop. html)

AKWETIZ, TETBRE SN TE LT —ZI2MA, 2023 (41 56) £ 2 H 2-3 AICH
SNl —_"A T U AEFBE TR SINTCHREMATZBEREH®ET D,
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(% RI]

1. 1999 (“FRk11) 4 A 1 B» 5 2023 (5Fn5) 2 H 3 BE TOHBIC, FIFERIEFESR
ZEUCHERZIUG L 6,936 6] (EEGIEZEZT) DI —_A4 T AFHXTHRITIN
7o (BEOF 212 245 Bl &2 &) o SBEIOBRFHEG O 5> B 38 FlLFATFEA DG L 72
St ARt A TIAE (ARIF I 160 FlZB8MN) BTV A UFHELTROLIL, T —#
N— 2T BRI,

2. R1ICHEEBEZTOMN - BIWEOGMERT, BHWFIL, BEHI 2 E T 2014 (FRR 26)
EN208FITHRHEL <, WWT, 2013 (FRk 25) 4F (294 ) . 2015 (*Fpk 27) 4 (271
B) . 2012 (CFpk 14) 4 (264 f5]) 72> TWb, 1LIZAT L O, 2016 [Fpk 28]
FELEITVELAOBREHFICEZZ 04y 72l b « Y TIRORTE EOTREEN H
L2, SR%BEEFENVE LD ENHELETE S,

%2’E#%&&%%%ﬁ&ﬁ$$%%ﬁomwﬁﬁ%%&%@bfﬁ&fﬁ\mﬁ
PLEDOFEEBERIZB W TEETSK, BREEN EREHERIZH D,

R3IICAODHTEYOBREFHEZNN - Flhllcrnd, Bhked 10 ERTADHZY OEH
BREkbEZhol, TRXTOFEBBHETEZO AASHTD OBEENFITH X TE W EmN
MBLE IRz, 7B, ZOHMEITHREERETHZ A0 (2020 [5Fn 2] FEBHAEAND) T
frL7-bDOTHY, FHOBEREITELR D,

3. RAIWCKRFGEOFEEROAMZHMBNI R T, BEIER 4, 714505 HIEEI oY 7 =
b s YaTdm (BLF, [sCID) EW9H) M 3,578 %1 (76%) THOH, ZDH>H 7Y A
VEABMLETFOMBAEMSINTZDOIX 2,373 6] (66%) THhoto, EEME I/l Y 7 o
ke Y adIEE, 1BFOERM 7 a4 Y 720k - Y379 (vCID) ZFRWTT T
WEEBMEELZ A3 25 (LN, [dCJD) & 9o) 9341 (2%) Thole, BintE7 U A 9H
Do biEfEEs A Y72 h a2 TR (BLF, TgCID) & 9) 1T 842 il (18%)
Thbh, Z0H2H 80 FHIZT VA VEABRTFOLRPERINLTND (XY O 12
LEEBETFRERBITT, 784V 72V - YaTdRORKBEEHRETLERTHD) |
FIWVAR « AbhBAf AT — Uy A A—9 (LT, TGSS) &Ww)H) 174 % (4
%) . BOEMEFRBEMEARE (L. TFFI) &Ww9o) 28l (0.1%) Thoto, ZDfth
i, VA VIRITHEEL TV L 00T ) 4 v B HBAGF B SR P SOm BEBE O fEiR
RETHEREOENEF 184 (0.4%) FET H, REFZ TR &, T0EROBEHF D
HENRHEL < (31%) . FEHEEOFLLEFEIL 70 % (FlO R RAEIX 71 %) Th o7,
FEIR AR s D 1. dCJD 3B X OV GSS 28 50 N SRV Em A R b,

4. TV F R OIFRRIN EEIER - T O MBIBHE 2R 5 1277 (FEHRMBEE O EWIHE T
& % sCJD, gCJD, GSS DA A FK/R) , HEEOKRAN 2017 FENLTHF INT-H, A
RITTLOVWHEECEFINTLBEFOLZEF L TWD, R 6 TP X UMK MRT P &
OHBLEE 273, KM PSD (AEIMERI MM KE) OGBSO, A= O wET
WZREWV 2017 FLARRIC B SR SN FEBI O A THEFF STV 5D

THIKY—NA T AFERE T REERENEMAFAICEALZEEL., UM TLIVEHESL, To®%ICT
NRTOY—=_NATF U RAEBICA Y FTA - TRRAZ L TRRBEEDHX (20224898 L viEA) |
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5.

TUF IR BGE I LT IER (46,936 1)) HE©O T, 4,665 il (67%) 27V A &
HEBELGFREDNESNLTWDE (RT) , AEflZzELE2NESE., 7 F U HEBEERIK,
sCJD (F#8) BiZ. codon 129 & codon 219 W OS5 A2 R T IR,

BEET VA URE L THEBEINTVWIEMOI L, U A EHEGTEROFEMM
Do TWBHEERF (1,009 ) OBIEFEROSHZR 8IZAT, BEICKET LIZAAD
TV A UCEHEBLBTORRIZIITONAL TV RNR, FETEREIRDOLNLTVDLZOICE
BTV AR EHESNTEMLH Y REOEFFHRIIRL LT L. ok,
sCIJD LHIESNTEFAMOFIZIFT TV A VEHBBEIREN TR T2 0nELEEN
TW5b,

BEFERICETIERIGONTESGSG., BEBIRZORKEIZH L TAMEE D
TR R AR LEREMEZITDORWVWI LT, EREITAZEZNLET VA VIROEBEREIC
DRV LABELEETE RV, TOLLOARMEHETITL LA, BHWIZZDOERKRTE
BOFOBWRIZOWTHHAZIT) ZLICLTWD, @ETFrRAEOKESTMIZOWVW T,
FEARBCIZTERENMTI L ZFEHIE L TWAIN, HREZIELTYH—_A T A EBE
bW IIL TS, MMABICIEERICEHL TEFROEWAI Y B V7 OEMELSML
TEBY, BHICLEZDRTHAR—=F2{To TS,

BHAAEZ SO CTHAIE 4, 117 AOFRCTHRHER I TS (2023 [5Ff1 5] 43 A 8 HEL
£), BFMORCETCOMBOSMER 9 IZ-T, sCID ITE&MMOFEEN 17T » A
M, dCJD & gCID TIEHEN LY HLXEWERMIICH 5, GSSIT S HICEMICOZ 2%
AT EHEOEIG DRI oI,

TR O 2 W D MR L 2R 10 12RT, FIBBIXTEETIE 15% (3,977 Bl 5 5 602 i)
Th o7, dCJD R gCJD TIEHHMENCLCRLEmWMHM ANBLE SN, FIROMBREL S &
IR TH3IFN TV A i FEE & L TREINTWDD, HImoEESHBHLTY
BRWEN IR ENT-, ZNODREFMICOVTITHBERNENFE TN TEY ., 5%2
WroOESEEN ERNDZ ENHMFEND, Fo, WA T U AZFESTIEZHHEED -
DITIEHRIIERELEZEX TCBY, #IREBRICTET L2V R—FEEML TWND,

INETICAY =S T U RATHESNTZACIDIZR AT TEBV A IBHITH S,
SEOY —_A T U RAFBETHICEMBEGE I N ACJD FEFIZ R o7, T 93
JEFI OIENIZ, BEICH —_XA T U A THEEIN T TZOHOBYRAIC L0 RS
JERHB L7cE ., BECAREMBESCHBZEBHE CTIRE I, £ D% IR 23 B
L7=F%&H T, dCID SEBNITBAE, A 166 BN B EN T WD, B EDAE THH L
TW5 dCJD BE ORBLIE., AT OWMERIZRT ERBY THh D, Bl (2022 [4F0 5] 4
9 HBEY — XA T U 2 ZBEEBOME) LRLT— 22 HBT 5,

RIVICHEBEZZ T BN E R o RmREO DA 2R, WMIEE 69 6] (44%) & ¥
¥or< 2 5o, i (27 61 ; 17%) BNF ISRV,

RI2ICHIEBES dCJD BIFE TOWB oS m AT, £ < OBEFE ) 1987 (HF162)
FEOMRAE FIEEBLFICBMEEZZ =& T, B2 5 dCJD K £ ToHMIX
EH b+ 2 MEBICH D, HIEOYEY X 13.5 4F (FEYERFZE 744, K/ ~K K 1~334)
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THo, dCJDIEFIORFEO A ZRK 1IZ, BENOLREIFE TCOMBE OoH 2K 2 125R
‘a—o

MR OMIIEEFRICBMEZZ T -EBFICOVWTE, BAHEEOBBEAERN I L
PHEIL TV 5 1993 (CFRk 5) OB (1 61) ZEr& . LBEIEZ W LLRT O B
7R DN OREREAE 22 0TI L TRy, 2 Ot IS B R O R RENE DS B D E
Bl 13610 BAELGHEBRINETTH D,

ARHFFEHETIE, BEBHEENH LIS >THAE, TORNFICTOWVWTERE D FEIHEIC
T2 XKL T WD, 2022 (55F0 4) 4 3 ABTE, T R_XRCOEMTERE (b
DWVITEREE) O ERFE (BD2WIEKE) ~ HWEBHEEL* AT 270244 Y7L b
X AT TH D] ZEDBTAINTWNDZ ERERINLTWVD,

INFEFTOY—RATUAFEBESEBOEIT. AHERLED T, KO 2ODK— 52—
VETRBELTWS (¥ ru— KA[HE) |

TIVF VRO —RASVREREFHICETLHHAEHRNEH
http://mos—jp. com/prion/survey/survey. html

BAENKEZHEBERPE VI —ARBFERBME (FIVAVHEF—RS52RK)
http://www. jichi.ac. jp/dph/inprogress/prion/

D =
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http://mos-jp.com/prion/survey/survey.html
http://www.jichi.ac.jp/dph/inprogress/prion/

®1. BEEOM-RBEOST

BEK s BEH(AOSEHK"
8 x B E: = it
HRE -1995 8( 0) 16(C 1) 24( 1)
1996 3(C 0) 5( 0) 8( 0)
1997 7¢( 0) 24( 1) 31 (1)
1998 24( 1) 34( 1) 58( 1)
1999 32( 2) 54( 2) 86 ( 2) 51 64 115
2000 48 ( 2) 56 ( 2 ) 104( 2) 44 69 113
2001 54( 3) 62( 2 ) 116 ( 2) 62 61 123
2002 47( 2) 50( 2) 97 ( 2) 54 80 134
2003 49( 2) 70( 3) 119( 3) 70 72 142
2004 60( 3) 72( 3) 132 ( 3) 68 97 165
2005 75( 4) 88( 3) 163( 3) 72 83 155
2006 59( 3) 113( 4) 172(  4) 70 103 173
2007 79(C 4) 9% ( 4) 175( 4) 70 97 167
2008 74( 4) 101 ( 4) 175( 4) 96 107 203
2009 97( 5) 121 ( 4) 218 ( 5) 79 87 166
2010 101 ( 5) 141( 5) 242( 5) 93 125 218
2011 114(C 6 ) 149 ( 6 ) 263( 6 ) 107 112 219
2012 114( 6 ) 150 ( 6 ) 264( 6 ) 99 142 241
2013 132( 7)) 162 ( 6 ) 294 ( 6 ) 116 136 252
2014 129( 6 ) 169 ( 6 ) 208 ( 6 ) 115 130 245
2015 120( 6 ) 151 ( 6 ) 2711 (6 ) 120 143 263
2016 104( 5) 128 ( 5) 232( 5) 115 144 259
2017 108( 5) 119( 4) 227( 5) 127 165 292
2018 92( 5) 165( 6 ) 257( 5) 154 183 337
2019 105( 5) 128 ( 5) 233( 5) 105 166 271
2020 102( 5) 155( 6 ) 257( 5) 131 183 314
2021 78(C 4) 98( 4) 176 (4 )
2022 7C 0) 9( 0) 16( 0)
T 2 4 6
it 2024 (100 , 43) 2690 (100 , 57) 4714 ( 100 , 100) 2018 2549 4567

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

E)EIIRIZ% (MR ADBERTEEIL100%IZHELE N E6H D)
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Fh (5R)
-39 40-49 50-59 60-69
N=R AO AO
BEH BEK O (FA) it BEY FA BEE B2E® FA BEE
HERE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 23
2000 4 7 16,552 0.4 23 19,089 12 26 14,803 1.8
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 1.8
2003 5 6 15,566 0.4 19 19,052 1.0 39 15,636 25
2004 3 5 15,533 03 17 18,806 09 40 15,921 25
2005 4 6 15,619 0.4 27 18,968 1.4 49 15,950 3.1
2006 2 1 15,419 0.1 26 19,085 14 65 15,677 4.1
2007 3 5 15,685 0.3 21 18,324 1.1 40 16,216 25
2008 3 7 15,908 04 14 17,495 08 52 16,901 3.1
2009 3 7 16,127 0.4 30 16,712 1.8 63 17,698 3.6
2010 4 7 16,617 04 29 16,264 1.8 72 18,285 39
2011 0 6 16,992 0.4 34 15,793 22 68 18,392 3.7
2012 0 7 17,400 0.4 27 15,469 1.7 75 18,349 4.1
2013 0 5 17,794 03 22 15,295 1.4 82 18,262 4.5
2014 2 8 17,943 0.4 33 15,268 2.2 82 18,027 4.5
2015 2 5 18,306 03 23 15,429 15 73 18,200 4.0
2016 3 10 18,678 0.5 10 15,244 0.7 55 18,318 3.0
2017 0 8 18,579 0.4 28 15,533 18 58 17,605 3.3
2018 1 6 18,432 0.3 25 15,783 16 78 16,836 46
2019 2 2 18,181 0.1 16 16,036 10 62 16,104 3.8
2020 0 3 17,939 0.2 15 16,379 0.9 66 15,523 43
2021 1 3 17,499 02 10 16,767 0.6 45 15,099 3.0
2022 1 0 - - 2 - - 3 - -
i 52 122 389,746 0.3 516 393,817 1.3 1296 382,861 3.4
T (%)
70-79 80-89 90- 2E#H
AR A0 A0 N=|
BEH (FA) BER BEHE (FA) BEE B2EH (FA) BEE BEHE  (FA) o
RFEE 1999 22 9,629 23 5 3,922 13 0 637 86 125,432 0.7
2000 31 10,030 3.1 13 4,140 3.1 0 700 104 125,613 0.8
2001 41 10,454 3.9 7 4313 1.6 0 772 116 125,908 0.9
2002 32 10,847 3.0 7 4,499 1.6 0 854 97 126,008 0.8
2003 43 11219 3.8 5 4,703 1.1 2 929 22 119 126,139 0.9
2004 49 11,526 43 18 4,935 3.6 0 1,013 132 126,176 1.0
2005 64 11896 54 12 5,258 23 1 1,078 0.9 163 126,205 13
2006 57 12,179 4.7 19 5577 3.4 1 1,152 09 172 126,154 14
2007 73 12,438 5.9 33 5,894 5.6 0 1,219 175 126,085 14
2008 70 12,612 56 27 6,209 43 2 1,277 16 175 125,947 1.4
2009 82 12,670 6.5 30 6,544 46 3 1,326 23 218 125,820 1.7
2010 86 12,960 6.6 39 6,809 5.7 3 1,368 22 242 126,382 1.9
2011 105 13,273 7.9 46 7,098 6.5 3 1,442 21 263 126,180 2.1
2012 101 13,595 74 49 7,391 6.6 5 1,524 33 264 125,957 21
2013 126 13,840 9.1 57 7,666 14 2 1,610 12 294 125,704 23
2014 113 14,137 8.0 58 7,909 73 2 1,713 12 298 125,431 24
2015 109 14,081 1.1 55 8,161 6.7 4 1,782 22 271 125,319 22
2016 92 13873 6.6 56 8,432 6.6 6 1,922 3.1 232 125,020 1.9
2017 72 14,423 5.0 59 8,665 6.8 2 2,050 1.0 227 124,648 1.8
2018 94 15,099 6.2 48 8,836 54 5 2,179 23 257 124,218 2.1
2019 82 15,856 52 61 8,913 6.8 8 2,305 35 233 123,731 1.9
2020 107 16,171 6.6 61 9,113 6.7 5 2,386 21 257 123,399 2.1
2021 67 16,299 4.1 46 9,400 49 4 2,521 16 176 122,780 1.4
2022 6 - - 4 - - 0 - - 16 - -
e 1724 299,107 5.8 815 154,387 5.3 58 33,759 1.7 4587 2,884,256 1.6

1) AOBEHITHBELTERALTLSAR
2) AO10075 Axt4ERE

3) AOBLUBERIF1999~2021FETHH (2021 FLURITRBEN L L =DIEEELLZHTUND)

19984 URTICRAE LT FEBIIFERE SN TULVERLV =
RIEFFHBTADE (98) LEDITH LRI LT,

BEHER1EFERGS (DY)
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x3. K- FHRMNAOHEYVOEERK

] X AO105 Axt
AO10/ A%t AAQ10B AR BEHOMEL
BEHY A0 BEHN) BEHN A0 BEHN) (B &)
F &G (%) (AN FAN) (a) (AN FAN) (b) (a/b)
-39 29 25725 0.11 32 24622 0.13 0.87
40-49 63 9,119 0.69 77 8,821 0.87 0.79
50-59 239 8,242 2.90 309 8,137 3.80 0.76
60-69 617 7,609 8.1 720 7914 9.10 0.89
70-79 755 7,446 10.14 990 8,725 11.35 0.89
80-89 306 3,544 8.63 509 5,569 9.14 0.94
90- 13 601 2.16 46 1,785 2.58 0.84
) AOF2020 D EBRHEHR
RIEBFHETAOELRRELTHDOE (B519%8) L0 LIRN LT,
#4. EEOU-REBERIHOHERAI
BEEIIAVE
TEEFSHE S
M EER BEDHD B RED
£EE cJD " CJD CJD CJD 2 GSS FFI Tutom ®)
%
2] 2024 ( 43 ) 1552 ( 43) 1 40 ( 43 ) 332 ( 39) 86 ( 49 ) 5 8
= 2690 ( 57 ) 2026 ( 57 ) 53 ( 57) 510 ( 61 ) 88 ( 51 ) 3 10
F#h ()
10-19 4 0 2 ( 2) 2 ( 0) 0 1 0
20-29 11 ( 0) 2 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 0 ( 1) 15 ( 0) 10 ( 11) 6 ( 1) 13 (7)) 0
40-49 121 ( 3) 71 2) 1 7 ( 8) 23 ( 38) 35 ( 20 ) 1 2
50-59 492 ( 10) 394 ( 11) 21 ( 23) 61 (7)) 68 ( 39 ) 3 1
60-69 1144 ( 24 ) 1087 ( 30 ) 26 ( 28) 171 (20 ) 46 ( 26 ) 3 4
70-79 1463 ( 31 ) 1414 ( 40) 20 ( 22) 295 (35 ) 9 ( 5) 7
80-89 648 ( 14) 564 ( 16 ) 2 ( 2) 246 (29 ) 0 3
90-99 4 (1) 23 (1) 0 3% ( 4) 0 1
100~ 0 0 0 0 0 0
PN 11 8 0 1 0 0
it 4714 ( 100 ) 3578 ( 100 ) 1 93 ( 100 ) 842 ( 100 ) 174 ( 100 ) 8 18
4714 ( 100 ) 3578 ( 76 ) 1 93 ( 2 ) 842 ( 18 ) 174 ( 4 ) 8 18
T (%) 70 70 48 57 74 54 52 69
R AE (%) 71 71 48 61 76 56 58 70
4 = (%) 11 10 - 16 12 10 17 13
BED () 13 22 48 15 15 22 13 40
FER (&) 99 95 48 81 99 75 69 92

1) MMFEMECID 3,57861MD 55, TUA L EHBIEFORENEESNI=DI£2,3734(66%) THY, FEYDIERFI TILRIEST.
2) M)AV ERABEFOEERERDHLEND, CIDORERNHIHZET. BMALEFIZOHATIVICEENS.
JEEBEELRE D, BERT (BIBRAZL) [CKVEMERLZL, VAV EEEGFRED, RERERETLRENEENSD.

FEMAIE% (MIEEA DB TERX100%IZE54G NI EEH D)
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RE. TRFEFOHFRHE

MFEHE BinHE
eEE" cJD? cJD? GSS
i@
EITH (RRETER) 1131 ( 78 ) 896 ( 84 ) 220 ( 65) 8 ( 18
EITHE (BRETR) 298 ( 20 ) 159 ( 15 ) 102 ( 30 ) 34 ( 77
ETHE TN 30 ( 2) 13 ( 1) 14  ( 4) 2 ( 5
TEER Y
SAYO—XR 970 ( 66 ) 814 ( 76 ) 137 ( 41 ) 14 ( 32
T ERENE 1439 ( 99 ) 1068 ( 100 ) 332 ( 99 ) 29 ( 66
/MR gE AR 660 ( 45 ) 513 ( 48 ) 106 ( 32 ) 39 ( 89
KRR 793 ( 54 ) 611 ( 57 ) 158 ( 47 ) 22 ( 50
IR\ R R 572 39 ) 445 ( 42 ) 114 ( 34) 8 ( 18
BHEE 654 ( 45 ) 550 ( 51 ) 92 ( 27 ) 8 ( 18
REEE 143 ( 10) 103 ( 10) 25 ( 7)) 14 ( 32
ARES 475 ( 33 ) 422 ( 40 ) 48 ( 14 ) 4 ( 9
AR 700 ( 48 ) 558 ( 52 ) 121 ( 36 ) 16 ( 36
MEMREE 970 ( 66 ) 781 ( 73 ) 167 ( 50 ) 15 ( 34
ZDHDIER
I HITEE 1099 ( 75 ) 826 ( 77 ) 229 ( 68 ) 37 ( 84
EBEESE 538 ( 37 ) 417 ( 39) 89 ( 26) 29 ( 66
BT EE 563 ( 39 ) 453 ( 42) 90 ( 27 ) 14 ( 32
fEbt - BERAfEE 289 (20 ) 223 ( 21) 52 ( 15 ) 11 ( 25
TANAFEE 104 ( 7 ) 87 ( 8) 14 ( 4) 2 ( 5
ADL
HETERENET 992 ( 68 ) 752 ( 70) 213 ( 63 ) 20 ( 45
STEE 1062 ( 73 ) 796 ( 75 ) 227 ( 68 ) 32 ( 73
BETEE 701 ( 48 ) 594 ( 56 ) 93 ( 28 ) 8 ( 18
AL EERA 15 ( 1) 13 ( 1) 1 ( 0) o0 ( -
KE IR 18 ( 1) 14 ( 1) 2 ( 1) 2 ( 5
&t 1459 (100 ) 1068 (100 ) 336 (100 ) 44 (100

— N N e N N N N

— N

SE 1) MMFEMECID, EBEHECID, GSSUNDIFREESTLIRTOIA U IRES.

2) A EREGEFORREETOTLVELIZED.

3) TIALVEABIGFDEEFRHLEND, CIDORIERLRHIHZEZET.

4) WHOIBIZRE(ZHEL D XI-FLEHES - BREES - R [IWHOIBIZEREEE(ZEZ L LA,
FEIMAIE%
RAEERET SN 2001 TFE LIRICEFIN - BEREZET L (D BIEXEHRBERBUCITELEN).
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6. XiKEH S UVRMRIFT RO H IR FE

F Bzt
SEED CJD 2 CJD ¥ GSS

B RAT R Y
PSD

& 4 3157 ( 69 ) 2807 ( 80 ) 259 ( 33 ) 19 ( 13 )

(=S 1386 (31 ) 689 (20 ) 529 ( 67 ) 125 ( 87 )
HEFEO®KRRIE )

[CRES 512 ( 74 ) 349 ( 79 ) 145 ( 66 ) 14( 64 )

(= 179 (26 ) 92 ( 21) 76 ( 34 ) 8( 36 )
MRIFT & ¥
KiEENEEES HY 1127 ( 95 ) 844 ( 97 ) 267 ( 96 ) 11(C 31)
EEZDSES HY 515( 50 ) 416 ( 56 ) 92 ( 39 ) 5( 17 )
HEROEEES HY 117(C 12) 88( 12 ) 26 (11 ) 1 3)

SE1) INEEMECID, BIGECID, GSSUA DT A URELEL TR TOT)A U REE.

FE2) TA U EAEGFORRETOTLVEWMIZED.

AN TVAVERABEFNOEREZROLELD, CIDOREELAHEHIEST.

E4)PSDLUSNDIER 1L, ABEEHMETENT-201 TELKEICBEFIN-BEREEF L0,
PEIEEZFEEFLRBICESELN.

EIN (%) DD BIEIEREOERBHLRETHY, REERETHDZAE(XRILT-.

DFY, REBGHELIEEEDOINA100%E4S.
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x7. TVALEHEIEFcodon 1298 Kk Ucodon 219D ZHR DN %

codon 219
codon 129  Glu/Glu Glu/Lys Lys/Lys e &it
Met/Met 4029 (92 126 (97 10 ( 100 36 4201 92 )
Met/Val 343( 8 4( 3 0 - 12 359 8 )
gy Val/Val 15( 0 0( - 0 - 0 15 0)
SAEE Fag 90 90
=11 4387 ( 100 130 ( 100 10 ( 100 138 4665 - )
&t 4387 (97 130 (3 10 0 138 4665 - )
Met/Met 3036 ( 92 29 ( 100 5 ( 100 32 3102 91 )
Met/Val 267( 8 0( - 0 - 9 276 8 )
JYA 5% Val/Val 13¢C 0 0( - 0 - 0 13 0)
BE(2th) T 72 72
&t 3316 ( 100 29 ( 100 5 ( 100 113 3463 - )
a5t 3316 (99 29 (1 5 0 113 3463 - )
Met/Met 2204 ( 95 10 ( 100 2 0 8 2216 95 )
M3~ 04 Met/Val 100( 4 0( o0 0 0 2 100 4)
W)Lk Val/Val 12( 1 o(C o 0 0 0 12 1)
aJ% (B TEF 46
8) ast 2316 ( 100 10 ( 100 2 (100 56 2328 ( - )
&5t 2316 (99 10( 0 2 0 56 2328 - )

1) H—_RASUREBRTRESNIER] (6,9366]) DILBELFRRETOLEBIXNTUEEKTIIFURERTESN-LDE

2)

) FBIAQ/NS—E U MIFEHO#HERNA L TELL- (B EADOBEBRTEETX100%IZHSENELH D)
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£8. JIAEREREGEFEREDAHEEHITVAVHESE)

EL Lk Bt

TIAVEHEGTFEE TIAUREE CJD GSS FFI
102(Pro/Leu) 152 ( 15 ) 152 ( 89 )
105(Pro/Leu) 19( 2) 19(C 11)
178(Asp/Asn) 9 ( 1) 1( 0) 8( 100 )
180(Val/lle) 550 ( 55 ) 550( 66 )
180(Val/Ile)+232(Met/Arg) 5( 0) 5 ( 1)
180(Val/lle)+237(Ser/Phe) 1C 0) 1C 0)
188(Thr/Lys) 1( 0) 1 ( 0)
196(Glu/Lys) 1( 0) 1( 0)
200(Glu/Lys) 120 12 ) 120( 14 )

(200Glu/Lys, —24 bp) 2 ( 0) 2 ( 0)
200(Glu/Lys)+232(Met/Arg) 1¢( 0) 1¢( 0)
203(Val/Ile) 3( 0) 3( 0)
208(Arg/His) 1( 0) 1( 0)
210(Val/lle) 2( 0) 2( 0)
232(Arg/Arg) 3(C 0) 3( 0)
232(Met/Arg) 123 ( 12 ) 123( 15 )
Octapeptide Repeat Insertion

(72 bp) 1¢C 0) 1C 0)

(96 bp) 3( 0) 3 ( 0)

(120 bp) 6 ( 1) 6 ( 1)

(168 bp) 2 ( 0) 2 ( 0)

(5% 2( 0) 2( 0)
Codon 178 (2bp deletion) 2( 0) 2( 0)
Bt 1009 ( 100 ) 830 ( 100 ) 171 ( 100 ) 8 ( 100 )

BN IE% (M A ADBZRTEETX100%([ZHESE N ELHD) o

BInFEEFZHOINMAEMCIDELTEHRINTWSEFNSHS (5H184]: FEEDEY),
B FEEFZED B TI/IEEEFRDLNI7H; E200KF+1) FI=0TNRIECIDEZ S - 16,

[AIE2]) Octapeptide Repeat Deletion (-24bp: IEE Z & TH524bpMD R K)EH T HIMFEECIDM

6B B FHIN TV,
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®9. REHORFHIoRTETOHME (RELHEEEhTLEIEDHEHEE:N=3,077)

R HE
LEE S EER BEDH5 EintE SERED

FEREHOETETOHRE (/) cJD” CJD CJD cJp? GSS FFI POE L
0-11 1755 ( 43 ) 1496 ( 47 ) 0( 0) 30 ( 33) 221 ( 33) 2 ( 2) 1( 25) 5 ( 29)
12-23 1181 ( 29 ) 926 ( 29 ) 0( 0) 34 ( 37) 23 ¢( 3) 10( 8) 2 ( 50) 6 ( 35)
24-35 599 ( 15 ) 476 ( 15 ) 0(C 0) 13( 14) 99¢( 15) 10( 8) 0( 0) 1( 6)
36-47 216 (5 ) 144 ( 4) 1 ( 100 ) 7( 8) 48 (C 7)) 16 ( 13) 0(C 0) 0o(C 0)
48-59 125 (. 3) 79 (C 2) 0( 0) 2 ( 2) 28( 4) 14 ( 11) 0o( 0) 2 ( 12)
60-71 68 ( 2) 3 ( 1) 0o(C 0) o(C 0) 22 3) 11 9) 0(C 0) 2 ( 12)
72-83 40 ( 1) 16 ( 0) 0( 0) 1 1) 10C 1) 12 10) 1 ( 25) 0( 0)
84-95 33 (1) 8 ( 0) 0o(C 0) 1 1) 10 1) 14 11) 0(C 0) 0o(C 0)
96-107 20 (. 0) 6 ( 0) 0(C 0) 1 1) 5(C 1) 8 ( 6) 0( 0) 0( 0)
108-119 23 (1) 6 ( 0) 0o(C 0) 0o(C 0) 7C 1) 10(C 8) 0o( 0) 0o(C 0)
120- 43 ( 1) 11 0) 0( 0) 2( 2) 13(C 2) 17( 14) 0( 0) 0(C 0)
N 14 11 - 2 - 1 6
T 4117 ( 100 ) 3212 ( 100 ) 1 ( 100 ) 91 ( 100 ) 668 ( 100 ) 124 ( 100 ) 4 ( 100 ) 17 ( 100 )
E(A) 21 17 42 23 27 79 28 25
hR{E(R) 14 13 42 15 18 69 13 19
BERZEA) 25 18 - 28 30 52 35 22

=/ (A) 1 1 - 1 1 10 7 4
joNzD) 312 312 - 206 255 294 80 68

ENTIAVEHBEFORRETOCVELGIZEST.
2) T)FA U EBEEFOEEEFRDHLEL, CIDOREENHLIFESE.
B 4,117 DAHEER LIz GBI R BELE o= B (LSRN .
FEIMAIL% (R ADBFRTEEE100%IG5HENIEEH5)
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F10. BHOHERERE

EIH EdES S %LVl &5t
M3 MECID 379 ( 11 ) 2685 ( 75 ) 514 ( 14 ) 3578 ( 100 )
ZFTREICID 1( 100 ) - - 1( 100 )
EERIERED HHCJID 41 ( 44 ) 36 ( 39 ) 16 ( 17 ) 93 ( 100 )
EIEtECJUD 111 ( 13 ) 720 ( 86 ) 11(C 1) 842 ( 100 )
GSS 16(C 9) 155 ( 89 ) 3( 2) 174 ( 100 )
FFI 3( 375) 5( 63) o(C 0) 8 ( 100)
NEREDT)A R 2( 18 ) 5( 45 ) 4( 36 ) 11 ( 100 )
LEE (/D) 553 ( 12 ) 3606 ( 77 ) 548 ( 12 ) 4707 ( 100 )
FENDEREDTIA R (E19ER) IZIXZHEETENTHEENS.
RHETE DEFIXBRILTULVS
BN IE% (B RADBERTEEX100%(2HEHEWNELH D)
GSS: HILARRT Y - RFAARTG— v AV H—IF
FFI: BUE M R iR AR IE
MF M CID, FEIRFSHERE D dHAHCJID
R4 - HMMARERR, F£EYR4 IOy EvRERE X TTNICEE T

TUoEBERY.

(FIFHEEH): RERFTRAVZUVESI T, EITHRREZRL, K TPSDERHS. EIZ, 34
A—XR, #AR#AENRIES, NMYER - RERE. B -BSKEDS
H2IHEALLERY. HAHLME, TERLVEIIICASHIT, fE&14-3-3FBKBMETE

PRI BN 2F R
= AL TE (FIFHERHI EF CERRRERET S A, PSDERK.

EIEtECDJ, GSS, FFI
HE=51 : BHMRIERR, FEYIR4070vMNEPRELEEATTRKICEED)
TroEAFREL, VAV EREGFEEFETS.
X IZFERG RFEFRRIILZVLD, TVA L EEEGRTFEEERD. BERFMENFELAL.
EELMAI : REFRLNGS TUAVEBEGFEELIBASA TGN, EEETVA
UIRETRB T HERKATRERERELHD.
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F11. EEBEREZE T/ 704Vl
P XadRBEOBIHEOLLELE S =RE

fRAE (R&) A# (%)
i fE S 69 ( 44 )
Aixi 4 1 27 ( 17 )
RN ENRTE 10( 6 )
i rfn i 7( 4)
e 8( 5)
EiR 7C 4)
EEm s g 19(C 12 )
=X E 7( 4)
0" 2( 1)
it 156 ( 100)
1) Z T EEE 16, SMEERTADLAD
focusfrEF1lr 141

FEMRIE% (MEEADBERTEE
100%IZH 6N EHHD)

*12 BEBEEZET2904YITI L YaIRBEEOBEELBEICRH/ETOHME

hEA B FFETOHME (F)
EEE 1-10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33 F&t &t

1975 1
76
77
78 1 1
79 1 1

1980 1 1 1
81 1 1 1 1
82 4 2 1 1
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 1 24
88 1 1 1 1
89 2

1990 1
91 1
92
93 1 1 1

ait 58 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 1 1 156
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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

045

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)

H. IRt EEHE D FE - B8R
1. HEFIE
L

2. EAHERR
L

3. F Dk
L



£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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BNTESERERAEZ G- 2 & & S, AIEERNTZ SRWEFNZ OV TR, BEROMRI LI
Rk 27 EFELIRRIT, BRI AT AN HAS LD T, RN —2R
DA EMANEDOIER L 725720, BENR R > TW D, AWFFECILR e B A fif
R ERSINT T ) A IREBE T — 2 2 VT,
BARTFEZMD 5 B FROFmIA 728 72 22 L P FREE O BRR 72 b NORE R D) b, 4y

BERPET R, 7V A

A AR EH

TV A UIEIL, CHERO BE ISR D EREEC
BET DA “ORATIZHEV, HIE ORISR & 72 B E
BN EEE R ER -9 2 & & S, REHEE T
72 ZZRVEFNZ DWW TR, BERORT RS 1371
HITEllrole, 70, ERR2THEEELIFIL, Bk
VAT ANBEANEND F T AR — R DEEEH
EMENZEDOIEH & 72D 7280, BN —RFHIZI -
TUW5, ARAFFE TIIERER BN > AT A
(EATEE) (8GRI NT-7 ) A IR HRET —
X ZHWT, BIRATR., 7V A Eis 7280 H
B TR OFMIAE A Hi iz e B F et O 4
70 B ONBRGRR O B oo B m i 72k
AR ORGEEAT 9,

B. AR A%

R TR BRI F 2 DX SR B3 . [EA T8
B - BT EGRAMANT S AT D IT20094EFE 5 5 2
O144EFERNC B ER SNT= 7V A IR AER] % 5t 52
ElLlz, 7L LT, IIRESE, Bk,
WABREL A, [21585EF#, [8] B # AR
WA, [AIFHEEE, [BlWISAELR, (6142 pT
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1. TVFAIREDODNAAI—H—DRE - $582E
14‘3‘_3 14‘3‘.3 total tau RT-QulIC assay
protein protein . . :

WB ELISA protein 1st generation | 2" generation
R 79. 30% 81. 40% 80. 10% 70. 60% 74. 30%
FEE 81.20% 80. 40% 86. 80% 97. 60% 100%
£2. TUF K/ (2030fEH) DR A TRIDNAAR—H—DRERE

14-3-3 14-3-3 RT-QulIC assay
s . : Total tau
W protein protein rotein
WB ELISA P 1st generation | 2" generation
M 1,592 80. 10% 81. 70% 81. 30% 79. 40% 83.90%
B 427 71. 40% 74. 00% 71.90% 38. 40% 38. 40%
R 1 90. 90% 90. 90% 72.70% 72.70% 72.70%
x3. MEHETVAE (1, 592EH) DR A TRIDNA FI—H—DEE
14_3_.3 14_3_.3 Total tau RT-QuIC assay
B protein | protein tei
WB ELISA Protein 1 4st generation | 2™ generation

Definite case 158 83. 20% 88. 60% 86. 50% 77. 80% 79. 40%
Probable case 1153 85. 70% 88. 50% 86. 70% 84. 60% 86. 90%
Possible case 281 61.90% 59.10% 62. 60% 61. 20% 75. 80%
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Patient 1 (Hamaguchi T, Yamada M, et al. J Patient 2 (Hamaguchi T, Yamada M, et al. J
Neurol Sci 2019) Neurol Sci 2019)

4 months old (1982): Lt. subdural hematoma and rt. 3 months old (1979) : Head injury

subdural hygroma 16 months old (1980): Neurosurgery for growing skull
7 months old (1982): Subdural-peritoneal shunting fracture (unknown for the use of dura mater graft)

(no record for dura mater grafting) 30 years old (2009) : Rt. Parietal lobar ICH , followed
30 years old (2012): Convulsion. Convexity by recurrence of multiple lobar ICH (8 times). Brain
subarachnoid hemorrhage and multiple cortical biopsy: Ap-type CAA . No mutationin APP. ApoE
microbleeds on CT/MRI . Amyloid+ on PiB-PET . No €3/e3 .

mutationin APP, PSEN1, or PSEN2 genes. ApoE
€3/e3. CSF: decreased levels of AB;.4,and AB;.49, and
normal level of p-tau.

34 years old (2016): Lt. frontal lobar ICH
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