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x1. 2022598 7H -8 HFREY — M5 AZESRIAREOHE

S [FIXHESE A REL VBl aF
N =18 N = 157 N = 30 N = 205'
B
M t4E CJD 12 (67%) 120 (76%) 29 (97%) 161 (79%)
ZERCD 0 (0% 0 (0% 0 (0% 0 (0%)
ERBIEED H S 0 (0% 0 (0%) 0 (0%) 0 (0%
CJD
E{=% CJD 6 (33%) 35 (22%) 1 (3.3%) 42 (20%)
GSS 0 (0%) 2 (1.3%) 0 (0%) 2 (1.0%)
FFI 0 (0% 0 (0%) 0 (0%) 0 (0%

'n (%)



F2 BEOMK - RFEEDOSH

YR FURFER AOEERE
HRE 2 = /it E: z At x=
1998 4 LIAT 42 79 121
1999 £ 32 54 86 51 64 115 -29
2000 £ 48 57 105 44 69 113 -8
2001 £ 54 62 116 62 61 123 -1
2002 £ 47 50 97 54 80 134 =37
2003 £ 49 n 120 70 12 142 =22
2004 £ 62 12 134 68 97 165 =31
2005 £ 75 89 164 12 83 155 9
2006 £ 60 13 173 70 103 173 0
2007 & 80 98 178 10 97 167 11
2008 £ 14 101 175 96 107 203 -28
2009 £ 97 121 218 19 87 166 52
2010 £ 101 141 242 93 125 218 24
2011 & 114 150 264 107 112 219 45
2012 £ 115 150 265 99 142 241 24
2013 & 132 162 294 116 136 252 42
2014 & 129 169 298 115 130 245 53
2015 & 120 151 2n 120 143 263 8
2016 & 106 132 238 115 144 259 -21
2017 & 113 126 239 127 165 292 -53
2018 & 101 172 273 154 183 337 -64
2019 £ 111 134 245 105 166 27 -26
2020 & 110 161 2n 131 183 314 -43
2021 & 102 124 226
2022 & 42 44 86
2023 & 0 1 1
B 2 4 6

BRI ICD 10th 2175 A81.0 £ A81.8 DEFITH D, EFH— M T VAKBRLEAOFEAERTCHDE
HDNETHS
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~39 5% 40 E~49 % 50 B ~59 &% 60 #~69 &% 10®E~T9 % 80 B~ L
REGE BER BEEX BEH BEE BER BEEX BEY BEE BER BEEX BEH BEE BER BEE
‘29 0.0 4 02 19 11 4 25 2 28 5 13 86 07
20 0.1 7 04 23 12 26 18 31 31 14 29 105 08
2‘2‘ 0.1 2 0.1 21 11 41 2.8 41 4.1 7 1.4 116 0.9
2‘22 0.0 2 0.1 5 13 28 19 32 32 7 14 91 08
9 0.1 6 04 19 10 3 26 44 44 7 14 120 09
o 0.0 5 03 16 08 4 28 5 50 18 37 13 10
7 0.1 6 04 21 14 49 31 6 55 13 21 164 13
e 0.0 2 o1 25 13 6 41 5 48 20 32 172 14
el 0.1 5 03 2 12 4 25 13 61 3% 55 178 14
e 0.1 7 04 14 07 s 33 70 59 29 46 175 1.4
9 0.1 7 04 % 16 6 39 8 69 3 52 218 17
a0 0.1 7 04 29 18 72 39 8 67 4 52 240 19
i 0.0 6 04 34 21 6 38 105 81 4 60 263 2.1
B 0.0 7 04 21 17 75 41 102 19 54 66 265 2.1
2 0.0 5 03 22 13 & 45 126 98 5 13 294 23
e 0.0 8 05 3 20 8 45 113 88 60 74 298 23
4 0.0 5 03 23 15 13 40 109 17 5 59 211 21
e o1 10 o5 10 o6 5 31 %4 67 64 64 238 19
A 0.0 9 05 28 18 6 34 76 54 6 63 239 19
2018 0.0 6 03 28 18 8 44 98 69 5 59 273 21
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~30 &% 40 B~49 % 50 #~59 % 60 #~69 & 70 B~79 &% 80 B~ wH
RAE BEM BEE BEM BEE BEN BER SER BAR SER BRE SEN BEE BEM BEE
22;9 2 0.0 2 0.1 16 1.0 66 3.6 86 6.1 73 7.3 245 1.9
zgéo 1 0.0 3 0.2 15 0.9 7 4.5 113 7.0 68 5.9 27 2.1
2221 1 0.0 4 0.2 15 0.9 56 3.6 86 5.3 64 5.5 226 1.8
22§2 1 0.0 2 0.1 8 0.5 16 1.0 39 2.4 20 1.7 86 0.7
zg 0 0.0 0 0.0 0 0.0 0 0.0 1 0.1 0 0.0 1 0.0

F) BERQBEMEIAD 10 FAMERMTHS, BEEOIBIZIERRAERICEITHIAOZEALR, 2021 £
LIBBIERI|MEN S N =0, 2023 FRRATIHEEL > TLVS,
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A 5EHE CUD, EEH C, FEEBEEDH BztE CD, GSS, FFI, ROMEOTUA
N = 3,728 N=1 % CJD, N = 93! N = 882 N =176 N=28 V|, N =18
431
5 1,630 (44%) 1 (100%) 40 (43%) 348 (39%) 86 (49%) 5 (62%) 8 (44%)
z 2,098 (56%) 0 (0%) 53 (57%) 534 (61%) 90 (51%) 3 (38%) 10 (56%)
Fih 71 (64, 17) 48 (48, 48) 61 (49, 69) 76 (68, 82) 56 (47, 61) 58 (52, 60) 70 (63, 75)

'n (%); Median (IQGR)
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PSR CID, N = 1,478 JBIRtE CJD, N = 421 GSS, N = 68!
SFI0—-XR 1,116 (76%) 171 (41%) 26 (38%)
TR AN 1,455 (98%) 407 (97%) 51 (75%)
N EhEIN 689 (47%) 128 (30%) 62 (91%)
HEARRRAE IR 829 (56%) 194 (46%) 40 (59%)
SRS EREER 623 (42%) 144 (34%) 14 (21%)
BHEEE 619 (42%) 101 (24%) 8 (12%)
BEREE 118 (8.0%) 27 (6. 4%) 13 (19%)
RERE 570 (39%) 67 (16%) 5 (7.4%
FEAAEIR 624 (42%) 139 (33%) 17 (25%)
EHEREINE 1,060 (72%) 215 (51%) 32 (47%)
I HITEE 923 (62%) 249 (59%) 36 (53%)
BEES 470 (32%) 99 (24%) 28 (41%)
EBTEE 512 (35%) 95 (23%) 15 (22%)
Bt EREE 252 (17%) 58 (14%) 11 (16%)
TAMAFEE 96 (6. 5%) 14 (3.3% 2 (2.9%)
FEERENIEE 841 (57%) 236 (56%) 18 (26%)
HITEE 894 (60%) 248 (59%) 31 (46%)
BETHR 657 (44%) 93 (22%) 9 (13%)
AT FiRaER 12 (0. 8%) 1 (0.2%) 0 (0%)
SEUIR 13 (0. 9%) 2 (0.5% 2 (2.9%)

'n ()

) MEECD FTIVA UV ERHEGFORREETOTLWEWIZET, EERMECD XTIV A U EREEGTF
DERZRHTEVHD CD OREEVH LB EET, REFRRET SN 2017 FLURICEFIN-BEREERSL
= (DBIEFEFREERBCFILE L) .
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M SHE CUD, S&fZHE CJD, GSS,

N = 1,478 N = 421! N = 68'
BRI 8514 B PSD 1,060 (72%) 100 (24%) 7 (10%
WS 85 1 B RBRBOBKA 601 (41%) 205 (49%) 20 (29%)
WRI 128513 2 KINR EDEIES 976 (66%) 297 (71%) 11 (16%)
WRI (28514 B REKDEIES 476 (32%) 100 (24%) 6 (8.8%)
WRI (2851 DRERDBEIES 99 (6. 7%) 28 (6. 7%) 2 (2.9%)

n %)

F) MEECD (T A U EAEEGFORREZTOTLWELMIZED, BB CD EZTUA U ERAEEEGT
DEEZZHHENDCD OREERNH AP EZEL, SAEZERETINT 2017 FLURBICEBFIN-EEREEETL
= (DEHFBFBELRIZIESEL)



x1. TIVAVEBEGRFIFU129 £ 219 D0

EREE
k2219
Glu/Glu Glu/Lys Lys/Lys A &t
a k2129
Met/Met 4,862 (86%) 174 (3.1%) 13 (0.2% 35 (0.6% 5,084 (90%)
Met/Val 426 (7. 6%) 5 (<0.1%) 0 (0%) 13 (0. 2%) 444 (7. 9%)
Val/Val 17 (0. 3%) 0 (0% 0 (0%) 0 (0% 17 (0. 3%)
TEA 0 (0% 0 (0%) 0 (0% 91 (1.6%) 91 (1.6%)
At 5,305 (94%) 179 (3.2%) 13 (0.2% 139 (2.5%) 5,636 (100%)
TUFURER
ak> 219
Glu/Glu Glu/Lys Lys/Lys B/ =
aF>129
Met/Met 3,167 (88%) 30 (0.8% 6 (0.2%) 31 (0. 9%) 3,234 (90%)
Met/Val 277 (1. 7%) 0 (0% 0 (0% 10 (0.3% 287 (8. 0%)
Val/Val 13 (0. 4%) 0 (0% 0 (0% 0 (0% 13 (0. 4%)
<EH 0 (0% 0 (0% 0 (0% 71 (2.0% 71 (2.0%)
A&t 3,457 (96%) 30 (0. 8% 6 (0.2% 112 (3.1%) 3,605 (100%)
PIFEME CID
ak> 219
Glu/Glu Glu/Lys Lys/Lys E ast
ok 129
Met/Met 2,291 (93%) 11 (0. 4%) 3 (0.1% 7 (0.3% 2,312 (93%)
Met/Val 106 (4. 3%) 0 (0%) 0 (0%) 2 (K0.1%) 108 (4. 4%)
Val/Val 12 (0. 5%) 0 (0%) 0 (0%) 0 (0%) 12 (0. 5%)
TH 0 (0% 0 (0% 0 (0% 42 (1.7% 42 (1.7%)
A&t 2,409 (97%) 11 (0. 4%) 3 (0.1%) 51 (2.1%) 2,474 (100%)




®8 EBEEMTIAURICETETIVA U EREEGFORMERDSH

BIEMETY A % - N=1066'

102 Pro/Leu
105 Pro/Leu

178 Asp/Asn

(GSS-P102L)
(GSS-P105L)
(FFI-D178N)

153 (15%)
20 (1.9%
9 (0.9%)

180 Val/Ile (V180I) 578 (55%)

180 Val/Ile (V1801) + 24bp Deletion 1 (0. 1%)
180 Val/Ile (V180I) + 232 Met/Arg (M232R) 7 (0. 7%)
180 Val/Ile (V1801) + 237 Ser/Phe 1 (0. 1%)
188 Thr/Lys 1 (<0.1%)
196 Glu/Lys (E196K) 2 (0.2%)
200 Glu/Gly 1 (0. 1%)

200 Glu/Lys (E200K) 123 (12%)

200 Glu/Lys (E200K) + 232 Met/Arg (M232R) 1 (0. 1%)
200 Glu/Lys (E200K) + 24bp Deletion 2 (0. 2%)
203 Val/Ile (V2031) 4 (0. 4%)
208 Arg/His 1 (0. 1%)
210 Val/lle (V2101) 2 (0.2%
232 Arg/Arg 3 (0.3%

232 Met/Arg (M232R) 125 (12%)

Octapeptide Repeat Insertion (72bp) 1 (0.1%)
Octapeptide Repeat Insertion (96bp) 3 (0.3%
Octapeptide Repeat Insertion (120bp) 6 (0.6%)
Octapeptide Repeat Insertion (168bp) 2 (0.2%)
Octapeptide Repeat Insertion (A&%) 2 (0.2%)
Codon 178 (2bp deletion) 2 (0.2%)

n (%)

) BIEFEEZRDODINTI/BEEZRHELNT I, E200K v 1) 7ENIISME CD 2 ht=16F
INEEMECID & LTEIEEINTULVS, Octapeptide Repeat Deletion (-24bp : EEZEITH D 24bp DREK) %H
I BHMFEM CID A6 FIBFESN TS,



£9. RUMNHERSNIEGORERNEFLHAM(R)

B} EHE BRERE =/MiE =AfE
IS4 CJID 17.3 18.0 1.0 311.5
ZEE CD 42.4
EIRSIERED & 5 CD 23.3 28.2 0.8 206.0
&= CJD 27.3 31.1 1.5 254.9
GSS 78.1 51.5 10.0 294. 4
FFI 27.9 34.8 6.7 79.9
ROFEOT A U 25.0 21.7 4.0 68.3
) REHIOHEEEH L GBHTEEE Ao =HITEHN DB .
& 10. ZHOERE
HeEpl, (F (XRESEH, BEL M, o,
N = 574! N = 3, 755' N = 570' N = 4,899’

B
MFtE CID
ZERCD
ERBAEED $H 5 6D
ERtE CID
GSS
FFI
RAFEDT) A U9

392 (11%)
1 (100%)
41 (44%)
119 (13%)
16 (9.1%)
3 (38%)
2 (18%)

2,801 (75%)
0 (0%)
36 (39%)
751 (85%)
157 (89%)
5 (62%)
5 (45%)

535 (14%)
0 (0%
16 (17%)
12 (1. 4%
3 (1.7%)
0 (0%)
4 (36%)

3,728 (100%)
1 (100%)
93 (100%)
882 (100%)
176 (100%)
8 (100%)
11 (100%)

n (%)



x11. BEBERZATLS704YT7z)Lh - VOATRBEDOBIEDL & LIEoT-TREE

fmAE (JRER) A (% )
i fE S 69 ( 44 )
fixg 4 i 27 ( 17 )
R HREIRTE 10( 6)
fixd i fiE 7C 4)
aFh 8( 5)
==X 7C 4)
EE:TpEd 19( 12 )
=X 2 E 7( 4)
Z0ih" 2( 1)
&t 156 ( 100)
1) BHHHEILE 1. SMEETADLAD
focusPRZEF 1T 1451

FIMARIE% (B R ADBEZRTAE
100%(ZiE BN H D)

x12. BIEBERZATLH7 04 YT/ b - VOATRBEDOBIBEE L BEN S HRFRE TOHM

BiEN SR BEETOHBE (F)

BHEAE 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 it &Ft

1975 1
76
71
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
84 12 2 4 1 1 1 2 1 1 2 1
85 12 1 1 2 2 2 1 2 1 2
86 10 1 2 3 2 4 4 2 3
87 8 2 1 3 1 2 2 1 1 1 1 1
88 1 1 1 1
89 2
1990 1
91 1
92
93 1 1 1
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