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®1. BEEOM-RBEOSH

BEK BH(BE. AOBREHH) "
a8 k-9 B E: z it
HIRE -1995 7C 0) 16(C 1) 23( 1)
1996 3( 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) 117( 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 113(C 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 115( 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)
TEf 2 4 6
it 1662 ( 100 , 43) 2198 (100 , 57) 8860 ( 100 , 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
) FIMIE% (MIERADBRTEEIL100%ITELHE N E6HD)



B2 BEOERARKEDIH

b (5%)
-39 40-49 50-59 60-69
pN=R¥ AO JN=
BEH  BEH  (FA BaE? BEH TN BEE BENR FA) BEE
RIFE 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 1.2 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 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 15,419 0.1 25 19,085 1.3 65 15,677 41
2007 2 5 15,685 0.3 20 18,324 1.1 37 16216 23
2008 3 7 15,908 0.4 14 17,495 08 52 16,901 31
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 17 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 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 05 40 18,318 2.2
2017 0 3 18,579 0.2 18 15,533 1.2 42 17,605 24
2018 0 3 18,432 0.2 16 15,783 1.0 53 16,836 3.1
2019 0 1 18,181 0.1 6 16,036 04 26 16,104 1.6
2020 3
Ha 46 103 354,308 0.3 446 360,671 1.2 1077 352,239 3.1
i (%)
70-79 80-89 90- SER
JN=] JN=| AQ JN=|
BEH  (FA) BEE BEH  (FA) BEE BENR (FA) BEE BEH (FA) BEE
RIFE 1999 22 9,629 2.3 5 3,922 13 637 86 125432
2000 31 10,030 3.1 13 4,140 3.1 700 104 125613
2001 41 10,454 39 7 4313 16 772 116 125,908
2002 32 10,847 30 7 4,499 16 854 97 126,008
2003 42 11,219 3.7 5 4,703 1.1 2 929 2.2 17 126,139
2004 48 11,526 42 18 4,935 3.6 1,013 129 126,176
2005 63 11,896 53 10 5,258 1.9 1 1,078 0.9 159 126,205
2006 55 12,179 45 17 5577 3.0 1 1,152 0.9 166 126,154
2007 70 12,438 5.6 32 5,894 54 1,219 166 126,085
2008 68 12,612 5.4 27 6,209 43 2 1277 16 173 125947
2009 81 12,670 6.4 31 6,544 4.7 3 1,326 23 214 125820
2010 85 12,960 6.6 39 6,809 5.7 3 1,368 22 234 126,382
2011 101 13,273 76 46 7,098 6.5 3 1,442 2.1 255 126,180
2012 101 13,595 74 47 7,391 6.4 5 1524 33 261 125,957
2013 124 13,840 9.0 57 7,666 74 2 1,610 12 292 125,704
2014 113 14,137 8.0 58 7,909 7.3 1 1,713 0.6 295 125431
2015 104 14,081 7.4 54 8,161 6.6 4 1,782 2.2 260 125319
2016 81 13,873 58 51 8432 6.0 5 1,922 26 195 125,020
2017 50 14,423 35 45 8,665 5.2 1 2,050 0.5 159 124,648
2018 59 15,099 39 30 8,836 34 1 2,179 0.5 162 124,218
2019 29 15,856 1.8 20 8,913 22 3 2,305 1.3 85 123,731
2020 1 1 5
£3 1401 266,637 5.3 620 135,874 46 37 28,852 1.3 3730 2638077

1) AOBEHHTHBLLTERLTLSAD

2) AO10075 Axt&ERE

3) AOBLURBEEIZ1999~2019FETHE (2019FLUIBIERFENE UV =HEBELLESTIND)
19984 UBTICRAE LI FEBI LS SN TUOR WA FHIR 1 LEEL S (DHLY)
RIEENBALNEBIDHEER L=,

RIERERTHDENCR EAMM SR, RFEBRHTADE (44) LHHA SRS LT,



x3. - FHRAAOHEVOEER

5 % AO108 A%t
AO10A A% AO10BAR  BEHOMEL
BEH A0 BEHN BEH A0 BHEHN) (B %)
F#5 () AN (FAN) (a) (AN (FA) (b) (a/b)
-39 27 25,410 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 3.54 0.75
60-69 519 8,811 5.89 599 9,288 6.45 0.91
70-79 612 6,370 9.61 810 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
) ANOIF2015FOERFAEZR
RIEBOEBTENOANELTH SRS
4. BEOH-REBERHRSHBURER]
BiEIVA R
iR iE n¥E
TER EnHsd B RED
eEE cJD " CcJD cJD CJD 2 GSS FFI cJD ¥
4
| 1662 ( 43 )  1278( 43 ) 1 9( 43 ) 260 ( 40 ) 75 ( 49 ) 3 6
kg 2198 ( 57 ) 1673 ( 57 ) 2( 57 ) 385 ( 60 ) 78 ( 51 ) 1 9
F& (R
10-19 4 2( 2) 2( 0)
20-29 11(C 0) 0) 5( 5) 2( 0) 3( 2)
30-39 40( 1) 1) 9( 10 ) 3( 0) 13( 8)
40-49 120( 3 ) 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( 1) 1) 21( 3)
100~
PNz 10 1 1
&t 3860 ( 100) 2951 ( 100) 1 1(100) 645 ( 100) 153 (100) 4 15
3860 ( 100) 2951 ( 76 ) 1 1( 2) 645 ( 17 ) 153 ( 4) 4 15
T (5%) 69.3 57.7 72.9 54.2 66.5
b g i (%) 70 62 75 56 70
S () 11.0 16.2 11.7 10.5 11.8
REL ) 15 15 15 46 40
=EER () 96 81 96 61 81

ENTIAVEABGEFORRETOCLEWMIZEEST.
2) ALV ERABGFOERZRDOLELD, CIDOREERNAHLHESE. BALZEMFZZOATIVICEEFNS.
JEEBHEELAED, BAERT (FIRLL) ICKYEMEREZL, TV EAEEFRED, RERERAETLRELNHS.
BRI % (S EADRBZRTEEHX100%IZHLHBNIELHS)



RE. TREBEEQHBFHE

PIF - rreic
SEE cJD CcJD ? GSS

i

EITH (REEITE) 440 ( 73 ) 360 ( 81 ) 77 ( 57 ) 3( 14)

uﬂi(%ﬁﬁa_ﬁi) 148 ( 25 ) 77(C 17 ) 54 (40 ) 17¢C 77 )

ETHETIEAL Mme 2) 5( 1) 4( 3) 2( 9)
WHOE#(Z KB HEK

IAXHY0—XR 390 ( 65 ) 335( 76 ) 50 ( 37 ) 5( 23 )

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

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

SRR IE 297 ( 50 ) 234 ( 53 ) 55 ( 41 ) 8( 36 )

SRS\ R IR 231 39 ) 188 (43 ) 41 ( 30 ) 2( 9)

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

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

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

FEARAE IR 301 ( 50 ) 242 ( 55 ) 50 ( 37 ) 9( 41 )

mEERE 356 ( 59 ) 302 ( 68 ) 45 ( 33 ) 9( 41 )
F DD EEIR

RCIL - HITIEE 469 ( 78 ) 358 ( 81) 92 ( 68 ) 19 ( 86 )

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

BT PEE 228 ( 38 ) 190 (43 ) 31 ( 23) 7( 32)

fEbt - ERRREE 115( 19 ) 86 ( 19 ) 23( 17 ) 6( 27 )

TAMAFEIE 40(C 7)) 32 ( 7)) 6( 4) 2( 9)
ADL

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

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

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

A IR 2s{E A 1( 0) 1C 0)

= 2( 0) 2( 0)
it 599 (100 ) 442 (100 ) 135 ( 100 ) 22 (100 )

FEV VA ERAEGFORFBEZTO>TLDVELVHZED

2) AL EEEEFOEREBOEA, CIDOREENHIREET.

EIMNIL%



F6. REMROHBHE

EE B
2EE cJD " CJD 2 GSS
[ PSD &Y 279 ( 59 ) 260 (73 18(C 18 ) 1( 5)
iR EREEBOMRIKILE HY 164 ( 74 ) 11 79 7( 65 ) 6( 55 )
MRL: KiNEBEDEES HY 330 ( 95 ) 248 (97 78 ( 98 ) 4( 29 )
MR EEZDSIES HY 150 ( 56 ) 122 (62 27 ( 45 ) 1( 8)
MRL: fRIEEDZIEES HY 39( 16 ) 30( 16 8( 14) 1( 8)
ENFEINOSBIIRREBEOERLETHY, REZRTBHDOES IR L.
DFY, BEBGMHLIZELDOFHN100%E:5.
®£7. VA EOEGCGFEEDS A
&GN BEin
)AL EREERFEER VA REE CJD GSS FFI
102(Pro/Leu) 132 ( 16 ) 132 ( 86 )
105(Pro/Leu) 17 ( 2 ) 17(C 11)
178(Asp/Asn) 5 ( 1) 1(C 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) 1( 0)
196(Glu/Lys) 1¢( 0) 1( 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( 0)
210(Val/lIle) 1( 0) 1C 0)
232(Arg/Arg) 2( 0) 2( 0)
232(Met/Arg) 99 ( 12 ) 99 ( 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(C 0) 1(C 0)
178 2bp Deletion 1( 0) 1( 0)
N 17 13 4 0
=1 802 ( 100 ) 645 ( 100 ) 153 ( 100 ) 4 (100 )

F1) FEIRIE% (REREADBBRTAREIX100%IZ45ENELH D)

2) TVAVERBGFOEREZRHELD, CIDORKEENHLBINTHICEENS.



#£8. JUA U EBE{EFcodon 129, codon 219D %%

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys 55t
Met/Met 2508 (92 ) 25( 100 ) 5( 100 ) 2538 ( 92 )
Met/Val 211 ( 8 ) 211 ( 8 )
4&&%  Val/Val 1mC 0) 1m1C 0)
&% 2730 ( 100) 25( 100) 5( 100) 2760 ( 100)
=K1 2730 (99 ) 25( 1) 5( 0) 2760 (100 )
Met/Met 1790 (95 ) 9( 100 ) 2( 0) 1801 ( 95 )
M3t~ O Met/Val 81 ( 4) 81 ( 4)
v 1)Lk- Val/Val me 1) 1me 1)
a7J% (FB18) A& 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 (C 8 )
SEEE"Y Val/Val 13 ( 0) 13 ( 0)
&5t 3564 ( 100) 111 ( 100) 9( 100) 3684 ( 100 )
&5t 3564 (97 ) 111 3) 9( 0) 3684 (__100)

1) H—RASURAEBESTRIFSINTIEN (56976 DS BIEFREFITo-EBIRT(EESTIH)
TUREBEIN-LDESD)
) £AIEBEDSS codon 129 DHEER(XH BN codon219 DEERMNKIELTULBEHIH 455185 5.



RO RTEDHFALETETDHM

TERE4E
IME BoHb Lrryicd

HEIEMNOIT-ETOHAR (A) eEE cJD” CJD cJD? GSS
0-11 1496 (44 ) 1273 ( 47 ) 35( 39 ) 179( 34 ) 3( 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(C 7)) 43( 8 ) 15( 15)
48-59 102(¢ 3 ) 70( 3) 2( 2) 19( 4) 9( 9)
60-71 56 ( 2) 25(C 1) 18C 3) 11( 11)
72-83 29( 1) 8( 0) 1C 1) 7C 1) 12( 12)
84-95 26( 1) 8( 0) 1C 1) 7¢C 1) 10(C 10)
96-107 18(C 1) 5( 0) 1C 1) 4( 1) 8( 8)
108-119 16( 0) 6( 0) 4C 1) 6( 6)
120- 29( 1) 9( 0) 2( 2) 7C 1) 11 11)
B 12¢( 0) 10( 0) 1( 0) 1C 1)
&Et 3439 ( 100 ) 2698 ( 100 ) 90 ( 100 ) 530 ( 100 ) 103 ( 100 )
T5(A) 20.8 17.6 233 259 741
ZERECR) 23.7 18.1 284 27.3 48.6
=&=/N(A) 1 1 1 1 10
=mAA) 312 312 206 250 294

FDTIA U ERBEEFORRETO>TVEWMIZET.
2) M)AV EBEGRFOERERHEND, CIDOREENHDHIZEL.
EINIL% (RIFRA DR TEEX100%(ZG 5L ELHD)

10



£10. ZR9E

Y] ESES L] EEL MBI =E
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( 2 ) 153 ( 100 )
FFI 3 1 4

KRHETE DIEFIEERIILT LD
CofthIz, ERETYA IR (1B EXFEREDTVA R (16]) D2BIAFEEF ELTHRESA TS
EIMA L% (ISR ADBEBRTARETX100%IZG5ENE6HD)

sCJD: MFEM IO/ Y I)Lh- YO TdR

dCUD: FEERIEREZE 50/ YI)Lh-YaTJ%R
gCJDEEHEIA/ YTV aTIR

GSS: FILART Y- RARNALRTF—- v (U H—IR
FFL: BSE M R iR AR AE

sCJD, dCJD
FESE1 - HEMARERR, £t R20J0ykEORELEETTRIZEE DY
FUoEAERE.
(X ITHEEY] REBRT RAZUVERI T, EITHERREETRL, KK TPSDEREDHS. B, 475
A—XX, AR HANKES, MNYEK - REEE. 85 - ESKEDS
H2IHB LU ETRY. HAHLIE TSRV IIZASH T, §8%14-3-3EHEHTE

ERPRARIBM 2F K.
BEL MBI (F(FHERBILF CRRREERETR I A, PSDERK.
gCDJ, GSS, FFI

=451 FHNTREMR, FEYXE0T0yNEORESREETTRICEET)
FUoEBEREL JUAVERBGFEREETS.
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