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R1. BEOH-REFOHH

BEK REH(BE. AOEREHH) "
5 x Bt E: & it
HIRE -1995 7C 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7¢( 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(C 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)) 293( 7)) 116 136 252
2014 127(C 7)) 169( 7)) 206 (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) 17( 5) 178 (  4)
2019 62( 4) 75( 3) 137( 3)
2020 10( 1) 22( 1) 32( 1)
Tt 2 4 7
it 1708 ( 100 , 43) 2266 (100 , 57) 3975 ( 100 , 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
) FEINIE% (RIERADBEBRTEEIL100%IZRENIELHD)



2 BEOERNBFEORH

F#5 (%)
-39 40-49 50-59 60-69
=12 A0 PN =!
BEN = (FA)  BE®®  samw  (FA) BEE  mEy (FA BEE
RHE 1999 2 4 17,158 02 19 18,646 10 34 14,525 23
2000 4 7 16,552 04 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 04 19 19,052 10 38 15,636 24
2004 3 5 15,533 03 15 18,806 08 40 15,921 25
2005 4 6 15,619 04 26 18,968 14 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 13 65 15,677 4.1
2007 2 5 15,685 03 20 18,324 11 37 16,216 23
2008 3 7 15,908 04 14 17,495 08 51 16,901 30
2009 3 7 16,127 04 29 16,712 17 60 17,698 34
2010 4 6 16,617 04 28 16,264 17 69 18,285 38
2011 0 5 16,992 03 34 15,793 22 66 18,392 36
2012 0 7 17,400 04 27 15,469 17 74 18,349 40
2013 0 5 17,794 03 22 15,295 14 82 18,262 45
2014 2 8 17,943 04 33 15,268 2.2 81 18,027 45
2015 2 5 18,306 03 21 15,429 14 73 18,200 40
2016 3 8 18,678 04 8 15,244 05 4 18,318 22
2017 0 4 18,579 02 20 15,533 13 42 17,605 24
2018 0 3 18,432 02 18 15,783 11 57 16,836 34
2019 0 1 18,181 0.1 10 16,036 06 40 16,104 25
2020 0 0 3 9
59 46 104 354,308 03 460 360,671 13 1103 352,239 3.1
b (%)
70-79 80-89 90- 2EBH
AR N=! AR AR
BEH (FA) BEE BEK (FA) BRE BEH (FA) BARE BEN (FA) BEE
HHE 1999 22 9,629 23 5 3,922 13 0 637 86 125432 07
2000 31 10,030 31 13 4140 31 0 700 104 125613 08
2001 41 10,454 39 7 4313 16 0 772 116 125908 0.9
2002 32 10,847 30 7 4,499 16 0 854 97 126,008 08
2003 42 11,219 37 5 4703 1.1 2 929 22 117 126,139 0.9
2004 48 11,526 42 18 4,935 36 0 1013 129 126,176 1.0
2005 63 11,896 5.3 10 5,258 19 1 1,078 0.9 159 126,205 13
2006 55 12,179 45 17 5577 30 1 1152 09 166 126,154 13
2007 70 12,438 56 32 5894 54 0 1,219 166 126,085 13
2008 69 12,612 55 27 6,209 43 2 1,277 16 173 125947 14
2009 81 12,670 6.4 31 6,544 47 3 1,326 23 214 125820 1.7
2010 85 12,960 6.6 39 6,809 57 3 1,368 22 234 126,382 19
2011 101 13,273 76 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 33 261 125957 2.1
2013 125 13,840 9.0 57 7,666 74 2 1,610 1.2 293 125704 23
2014 113 14,137 8.0 58 7,909 7.3 1 1,713 06 296 125431 24
2015 105 14,081 75 54 8,161 6.6 4 1,782 22 264 125319 2.1
2016 83 13873 6.0 53 8432 6.3 6 1,922 31 202 125020 16
2017 51 14,423 35 47 8,665 54 1 2,050 05 165 124,648 13
2018 63 15,099 42 35 8,836 40 2 2,179 09 178 124218 14
2019 50 15,856 32 31 8913 35 5 2,305 22 137 123,731 1.1
2020 11 9 0 32
59 1442 266,637 54 648 135874 47 4 28,852 14 3844 2638077 14

1) AOBEHITHZELTERALTLS AN

2) AB1005 AXHER

3) AOBLUBERIL1999~2019F THH (2019F LR ITRBEN B LV =DIEEELSTINS)

19984 LARTIZRAE L= FE B (TSR FHSN TULVEL M

RIEFHNALI GBI OHERET L=,

RIEFFFHTHADEN6R EAM MRz, RREHHTHADE (46)) LMD LI,

BEHER1EFRLD (DY)



=3 H-EHAADBEYDOEESR

5 S AO105 Axt
AO10/ Axt AO10B AR EBEHOMEL
BEH A0 EFEHN) BEH A0 EBEHN) (B %)
F# (5R) (AN (FAN) (a) (AN (FA) (b) (a/b)
-39 21 25,410 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 0.93
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
E)AORX2015F0ERRAERLR
REBOEBREN0AEDHTO DS
4. BEOH -REBERMIFEN]
BTV R
TEESE o4
M EER BoHd B RED
2RE cJD " cJD cJD cJD 2 GSS FFI cJb ¥
%
] 1,708 ( 43 ) 1,309 ( 43 ) 1 39 ( 42) 272 ( 40 ) 77 (49 ) 3 7
% 2,267 ( 57 ) 1,721 ( 57 ) 53 ( 58 ) 404 ( 60 ) 79 (51 ) 1 9
FH (%)
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
PN 11 9 0 1 1 0
it 3975 ( 100) 3030 ( 100) 1 92 ( 100) 676 ( 100) 156 ( 100) 4 16
3975 (100) 3030 ( 76 ) 1 ( 2) 676 ( 17 ) 156 ( 4 ) 4 16
T (5%) 69.5 69.8 57.7 73.1 54.3 66.8
h s fiE (&) 71 71 62 75 56 70
A (=2 (%) 11.0 9.7 16.2 11.6 10.4 115
BEL () 15 22 15 15 22 40
BEEE(X) 96 95 81 96 75 81

SE1)IMFMECID 3030651055, TUA L ERBIEFORENEHEIN-DIX199245](66%) THY, EYDERF TIXRIEST.
)AL EEBEFDOEEFROLELD, CIDOREKEEAHLIHEEL. BALEFXZOATIVIZETFNS.
) EEBEEEZRAED, BHEET (BRLL) ICKVEMEREZL, VA ELEETFRET, REBEZRAETLELNDHS.
FEIAIZ% (RIEEADBERTEEX100%IZH 5N ELH D)



RS TBRHEFOHBRHARE

MF BEiEE
eERE cJD ¥ CcJD 2 GSS

#iE

HEITH (RIRETE) 530 ( 75 ) 429 ( 83 ) 97 ( 58 ) 4 ( 16

T (FRRRAETR) 166 ( 23 ) 83 ( 16 ) 64 ( 39) 19 ( 76

EITHETIEAE L 12 ( 2) 5 ( 1) 5 ( 3) 2 ( 8
WHOZXE (2 kB 5E K

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

HEAT I SR ANE 699 ( 99 ) 519 (100 ) 165 ( 99 ) 15 ( 60 )

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

B (R ER R 359 (51 ) 277 ( 54 ) 72 ( 43 ) 10 ( 40)

SR} BRI 278 39 ) 221 ( 43) 52 (3) 5 ( 20)

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

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

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

FEfRAEIR 354 ( 50 ) 283 ( 55) 62 ( 37) 9 ( 36 )

mEMES 444 ( 63 ) 369 ( 71 ) 64 ( 39) 11 ( 44)
Z DD IER

i - HITEE 556 ( 79 ) 419 ( 81 ) 116 ( 70) 21 ( 84)

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

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

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

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

HETRENEE 478 ( 68 ) 357 ( 69 ) 106 ( 64 ) 15 ( 60

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

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

AN IRk 2545 A 1 ( 0) 1 ( 0)

SE VIR 2 ( 0) 2 ( 0)

&t 708 ( 100 ) 517 ( 100 ) 166 ( 100 ) 25 ( 100

N TIACEABGEFOREBEEZTOTLVEMIESD.
2)T)A LV EABIEFOEERZZOLEND, CIDOREENHIHZET.
FEIA X%



®6. REMAOHBRHEE

M Bt
e cJD CJD ? GSS
K :PSD $HY 2646 ( 69 ) 2416 ( 80 ) 214 ( 32 ) 16(C 11 )
iR EREHORRIE HY 196 ( 72 ) 563 ( 19 ) 432 ( 65 ) 117 ( 82
MRI: KiiEEDEES HY 435 ( 94 ) 323 ( 97) 107 ( 96 ) 5( 29 )
MRI: EEZDOSES HY 202 ( 54 ) 164 (61 ) 36 ( 42) 2( 13)
MRI: fRIEDEES HY 46 ( 13 ) 35( 14) 10( 12) ( 7))
FENREITAOSBIEIEREODERELHTHY, RELETHDIGE XML
DFY, REBGHELIEMEDTIA100% LS.
£7. VAL EBEEFEEDNH
SEEMN Bt
VAV EREGEFER TVAUIREE CcJD GSS FFI
102(Pro/Leu) 135( 16 ) 132 ( 86 )
105(Pro/Leu) 17 2) 17¢C 11 )
178(Asp/Asn) 5( 1) 1( 0) 4( 100 )
180(Val/lle) 432 ( 52 ) 432( 64 )
180(Val/lle)+232(Met/Arg) 4( 0) 4(C 1)
180(Val/lle)+237(Ser/Phe) 1(C 0) 1( 0)
196(Glu/Lys) 1( 0 ) 1 ( 0)
200(Glu/Lys) 97 ( 12 ) 97 ( 14 )
200 Glu/Lys 24bp Deletion 2 ( 0) 2 ( 0)
203(Val/Ile) 3( 0) 3( 0)
208(Arg/His) 1(C 0) 1(C 0)
210(Val/Ile) 1(C 0) 1(C 0)
232(Arg/ Arg) 3( 0) 3( 0)
232(Met/Arg) 102( 12 ) 102( 15 )
96 bp Insertion 3( 0) 3( 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( 0) 1( 0)
178 2bp Deletion 1( 0) 1( 0)
78R 17 13 4 0
&t 831 ( 100 ) 674 ( 100 ) 153 ( 100 ) 4 (100 )

D) FBITNIE% (RBEREADOREBRTEEIZ100%I2H5EWNELH D)

2) TVAVEBEGFOEEZROLELD, CIDORKEELHLBFINFHIZEFEFND.



£8. YAV ERHEIEFcodon 129, codon 219D 4T

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys 55t
Met/Met 2524 ( 92 ) 25( 100 ) 5( 100 ) 2554 ( 92 )
Met/Val 221 ( 8) 221 (8 )
&%  Val/Val 1 ( 0) 11(C 0)
B&t 2756 (100 ) 25 ( 100) 5( 100) 2786 (  100)
A&t 2756 (99 ) 25( 1) 5( 0) 2786 ( 100)
Met/Met 1,836 ( 95 ) 9( 100 ) 2( 0) 1847 ( 95 )
M4 O Met/Val 84 ( 4) 84( 4)
W2I1)Lk-4 Val/Val 11 ( 1) 1me 1)
aJ% (FB48) &t 1931 ( 100) 9( 100) 2 1942 ( 100)
A&t 1931 ( 99 ) 9( 0) 2 1942 ( 100)
Met/Met 4128 ( 92 ) 147 ( 97 ) 10 ( 100 ) 4285 ( 92 )
Met/ Val 349 ( 8) 5 ( 3) 354( 8)
4A|FEE") Val/Val 14 ( 0) 14( 0)
=51 4491 ( 100) 152 ( 100) 10( 100) 4653 ( 100 )
&85t 4491 (97 ) 152 (3 10C _0) 4653 (__100)

1Y —ARASUREEESTREASNTEH (56976]) DILEBIEFRFEZTOEEIRNT(ZRELTIH)
FUREBEEIN-LDEED)
) £AIEEFEDID codon 129 DIER(XHAH codon219 DIERARELTULBEFIH45518 5.

10



x9. RTLEQORBHISKTETHHARM

BRI E
M BEn#Hsb P=rreicd

HEENSETETORR () eHEE cJD” CJD cJD? GSS
0-11 1633 (41 )1,384 ( 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 1M1 ( 2) 15 ( 10)
84-95 34 1) 9 ( 0) 1 ( 1) 12 ( 2) 12 ( 8)
96-107 25 ( 1) & ( 0) 1 ( 1) 6 ( 1) 13 ( 8)
108-119 19 ( 0) 7 ( 0) O 6 ( 1) 6 ( 4)
120- 54 ( 1) 16 ( 1) 2 ( 2) 16 ( 2) 20 ( 13)
Nz 143(C 4) 94( 3) 1 38( 6) 10( 6)
=11 3954 ( 100 ) 3030 ( 100 ) 92 ( 100 ) 676 ( 100 ) 156 ( 100 )
FEH(A) 222 17.9 23.1 29.2 76.0

T R=(A) 26.6 19.2 28.3 31.9 51.4

=/NA) 1 1 1 1 5

=X (H) 312 312 206 250 294
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RIETEDIEHFILBEIILTLNS
Iz, ZEER T 5m 1B ERFEBREDTIAIEH]) D261 A EEFELTHRESNA TS
FEIMAIE% (EEEADBERTEIE100%(ZHEENEEH D)

sCJD: FIFME /O YT)LM-YaTIR

dCJD: WRFEREEF IH57040 Y7Lt -YaTR
gCJD BI040 Y T7)Lh-YaThR

GSS: HFILRRTY - ARALRS— v (U h—IR
FFI1: BUIE E R SRR SE

sCJD, dCJD

HESEL - HEMARERR, £ 40JOykEORELEETTRIZEE D
TUoEBEFRE.

(FIZHEER: RERT RO VER T, EITHEREZRL, KR TPSDZERDS. BIZ, 247
A—XX, SRR SANKRIES, DMNEK - BEEE. - 8SKEDS
H52IBBA LI ETRT. HBLIE TEWMEIIZASDHIT, §8K14-3-3FBEGETE
BEERIRBA 2K .

LM (X IFFEEHBI LRICERRAERZ RS H, PSDEXL.

gCDJ, GSS, FFI
=51 CBFEGREMR, £ TJOYNEPRERBEATTRICEED)
FUBAZKRHL, TV EREGFEREETS.
[FIFFEEH FEARFGEVD, TVF U EBREGFEEZRD. BRAMENFELEGL.
gEL V3l REAENGS TVAVEREGFERLASN TG LD, EEMETIA
UIRETRR T DERITR ERIKENHD.
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A rfn & 7C( 5)
&I 8( 5)
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BE I fa st 19 ( 12 )
=X #iEE 7( 5)
ZnH" 2( 1)
&t 155 ( 100)
1) ZMEFEILAE 16, SMEERTADLAD
focusPRZEFiT 1451

FEIMN L% (MERADOBEZRTEHIE
100%IZH 6N EHHD)

®12 BEBEERZETS904/4Y It -vadRmEH

DEEF LIB4E % 7
BRENSRFETOHAM (F)

PBEE 1-10 1112 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33 R &t
1975 1 1
76
77
78 11 2
79 1 1 2
1980 1 1 3
81 1 1 1 1 4
82 4 2 1 1 8
83 6 1T 5 1 1 1 1 16
84 12 2 4 1 1 1 2 11 2 1 28
85 12 1 1 2 2 2 12 1 2 26
86 10 1 2 3 2 4 4 2 3 31
87 8 2 1 3 1 2 2 1 11 1 23
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
a&t 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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