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®1. BEOM-REFOSH

BEHK REH(SE AOBEH) "
£ % Bt Es X &t
HIRE -1995 7( 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 31 (¢ 1)
1998 24 (1) 34( 1) 58( 1)
1999 32( 2) 54( 2 ) 86( 2 ) 51 65 116
2000 48( 3) 56 ( 2 ) 104( 2) 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) 69 98 167
2005 73( 4) 86 ( 4 ) 159 ( 4) 72 84 156
2006 58( 3) 109( 5) 167( 4) 71 104 175
2007 77(C 4) 89( 4) 166 (4 ) 72 98 170
2008 73( 4) 100( 4) 173(  4) 97 109 206
2009 94( 5) 120( 5) 214( 5) 79 87 166
2010 100( 6 ) 138( 6 ) 238( 6 ) 93 126 219
2011 1M11( 6 ) 146 ( 6 ) 257( 6 ) 107 112 219
2012 13( 6 ) 149 ( 6 ) 262( 6 ) 99 142 241
2013 131 (¢ 7)) 162( 7)) 293( 7)) 116 136 252
2014 127(¢ 7)) 169 ( 7)) 296 (7)) 115 130 245
2015 18( 7)) 146 ( 6 ) 264( 6 ) 121 145 266
2016 91 ( 5) 115( 5 ) 206( 5) 115 146 261
2017 84( 5) 88( 4) 172( 4) 129 165 294
2018 65( 4 ) 126 (5 ) 191( 5) 155 184 339
2019 85( 5) 89( 4) 174 (  4) 105 169 274
2020 55( 3) 90( 4) 145( 3)
2021 3( 0) 11( 0) 14( 0)
& 2 4 6
it 1788 ( 100 , 43) 2378 (100 , 57) 4166 ( 100 ., 100) 1896 2382 4278

1) ICD 10th: A81.0+A81.8
JE) RN % (ME R ADBERTERI100%IZH5HNEEHD)
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Fii (%)
-39 40-49 50-59 60-69
=Y pN=| pN=|
BEH  BFEH (FA i3t B2EH (FA BEE B2EH  (FA BAE
FRE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 04 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 1.3 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 03 15 18,806 038 40 15,921 25
2005 4 6 15,619 0.4 26 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 2 5 15,685 0.3 20 18,324 1.1 37 16,216 23
2008 3 7 15,908 0.4 14 17,495 08 52 16,901 3.1
2009 3 7 16,127 0.4 29 16,712 1.7 60 17,698 34
2010 4 6 16,617 0.4 29 16,264 1.8 70 18,285 38
2011 0 5 16,992 0.3 34 15,793 22 67 18,392 3.6
2012 0 7 17,400 04 217 15,469 1.7 74 18,349 4.0
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 2.2 81 18,027 45
2015 2 5 18,306 0.3 21 15,429 1.4 73 18,200 40
2016 3 10 18,678 05 8 15,244 05 41 18,318 22
2017 0 4 18,579 0.2 21 15,533 1.4 45 17,605 2.6
2018 0 3 18,432 0.2 19 15,783 1.2 59 16,836 35
2019 1 1 18,181 0.1 15 16,036 0.9 49 16,104 3.0
2020 0 0 - - 8 - - 40 - -
2021 0 0 - - 0 - - 5 - -
Had 47 106 354,308 0.3 473 360,671 1.3 1156 352,239 3.3
Fin (%)
70-79 80-89 90- LEB
AR N =] AR N =]
£2F (FA) BEE 2EH (FA) BEE £2E (FA) BEE B2EH  (FA) BEE
FRE 1999 22 9,629 2.3 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 42 11,219 3.7 5 4,703 1.1 2 929 22 117 126,139 0.9
2004 48 11,526 42 18 4,935 3.6 0 1,013 129 126,176 1.0
2005 63 11,896 5.3 10 5,258 1.9 1 1,078 0.9 159 126,205 1.3
2006 55 12,179 45 17 5577 3.0 1 1,152 0.9 166 126,154 1.3
2007 70 12,438 5.6 32 5,894 54 0 1,219 166 126,085 1.3
2008 68 12,612 54 27 6,209 43 2 1,277 1.6 173 125,947 14
2009 81 12,670 6.4 31 6,544 4.7 3 1,326 23 214 125,820 1.7
2010 85 12,960 6.6 39 6,809 5.7 3 1,368 22 236 126,382 1.9
2011 101 13,273 76 46 7,098 6.5 3 1,442 21 256 126,180 20
2012 101 13,595 74 48 7,391 6.5 5 1,524 33 262 125,957 21
2013 125 13,840 9.0 57 7,666 74 2 1,610 1.2 293 125,704 23
2014 113 14,137 8.0 58 7,909 73 1 1,713 0.6 296 125,431 24
2015 105 14,081 7.5 54 8,161 6.6 4 1,782 22 264 125,319 21
2016 84 13,873 6.1 54 8,432 6.4 6 1,922 3.1 206 125,020 1.6
2017 53 14,423 3.7 48 8,665 5.5 1 2,050 0.5 172 124,648 1.4
2018 73 15,099 438 35 8,836 4.0 2 2,179 0.9 191 124,218 15
2019 60 15,856 3.8 42 8,913 4.7 6 2,305 2.6 174 123,731 1.4
2020 60 - - 35 - - 2 - - 145 - -
2021 6 - - 3 - - 0 - - 14 - -
2 1519 266,637 5.7 691 135874 5.1 44 28,852 1.5 4036 2638077 1.5

1) AOBEMHTHBLLTEALTLSAD

2) ADO10075 A%H4ER

3) AOBLUEBEFZ1999~2019F THH (2019F LUIEIERM|EN S UL DEELLZHTULND)

19984 LURTICRAE LT fEHI X RSN TULVRLV

RIEFNRALNEHI DA EERET LI,

RIERFHTHDEN6R EXATH IR LI, RIFFHATHDE (46) LA IR LT,

BEHER1EFRLGD (D)
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3. & Eﬁ%ﬂllkn&fzu%wﬁﬁﬁ

S AO10/ A%t
AO107/ Axt AO10B AR  BEHOMEL
HEH A0 EFEHAN) HEH A0 EBEHAN) (B %)
F 5 () (AN (FA) (a) (AN (FA) (b) (a/b)
-39 28 25410 0.11 28 24470 0.11 0.96
40-49 54 9,269 0.58 69 9,126 0.76 0.77
50-59 215 7,698 2.79 290 7,748 3.74 0.75
60-69 557 8,811 6.32 640 9,288 6.89 0.92
70-79 662 6,370 10.39 878 7,603 11.55 0.90
80-89 260 3,051 8.52 431 5,028 8.57 0.99
90— 9 405 2.22 35 1,365 2.56 0.87
) AOR2015F0ERFERER
RIEBFDEHTENONETL TSRS
R4 BEOM-REBEHRSAIEER]
BEEIUAUE
TEESE ex sl
M TEH EBEOHD BEint RED
eBE cJD " CJD CJD cJD ? GSS FFI PUE I
163
] 1788 ( 43 ) 1370 ( 43 ) 1 40 ( 43 ) 289 ( 40 ) 78 ( 49 ) 3 7
= 2378 ( 57 ) 1797 ( 57 ) 53 ( 57 ) 437 ( 60 ) 80 ( 51) 1 10
FH (%)
10-19 4 0 2 ( 2) 2 ( 0) 0 0
20-29 1M1 0) 1 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 40 ( 1) 15 ( 0) 10 ¢ 11) 3 ( o) 13 ( 8) 0
40-49 121 ( 3) 67 ( 2) 1 7 ( 8) 18 ( 2) 27 ( 17) 1 2
50-59 492 ( 12) 361 ( 11) 21 ( 23) 56 ( 8) 64 ( 41 ) 2 1
60-69 1144 ( 27 ) 967 ( 31) 26 ( 28 ) 156 ( 21 ) 43 ( 27) 1 4
70-79 1463 ( 35 ) 1249 ( 39 ) 20 ( 22) 257 ( 35) 7 ( 4) 7
80-89 648 ( 16 ) 480 ( 15 ) 2 ( 2) 206 ( 28) 0 3
90-99 4 1) 19 ( 1) 0 25 ( 3) 0 0
100~ 0 0 0 0 0 0
PN 1 8 0 1 1 0
£t 4166 (100 ) 3167 (100 ) 1 93 (100 ) 726 (100 ) 158 (100 ) 4 17
4166 (100 ) 3167 ( 76 ) 1 93 ( 2 ) 726 ( 17 ) 158 ( 4 ) 4 17
T (%) 70 70 58 73 54 68
oh ol (%) 71 71 61 75 56 70
T = (%) 11 10 16 12 10 12
BEL () 15 22 15 15 22 40
=ERGE) 96 95 81 96 75 82

SE1IMFEMCID 316765055, TUA LV ERBEEFORENERSNI-DI1£208041(66%) THY, FEYDFEH TIXERIETT.
2) AV EEEBEFOERZROEVD, CIDOREERNHIFZEL. BAZEFXZIOATIVIZEENS.
3 EEBHEELAED, BEET (BIRLL)ICKYBINEREL, TV EREGTFRED, RERERAEDLENHS.
FEAMANIL% (s A A DBEFRTEEIE100%I2E5ENEEHH D)
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5. TEFERFOQHIBTHE

F EiEH
2EE cJD” cJD? GSS
a8
EITHE (RUEEITE) 684 ( 76 ) 545 ( 83 ) 135 ( 62 ) 4 ( 15
AT (ERETR) 2056 ( 23) 107 ( 16 ) 77 ( 3 ) 21 ( 78
HEITHETIEAZL 12 ( 1) 5 ( 1) 5 ( 2) 2 ( 7
TEEHRY
AU —XR 591 ( 66 ) 493 ( 75) 90 ( 41) 8 ( 30)
HEFT I ERENIE 890 ( 99 ) 657 (100 ) 216 (100 ) 17 ( 63)
INBREE K 420 ( 47 ) 324 ( 49 ) 74 ( 34 ) 22 ( 81)
BEAR R IR 471 ( 52 ) 358 ( 54 ) 101 ( 47 ) 12 ( 44)
B RS BR R 353 39 ) 278 ( 42) 69 ( 32) 6 ( 22)
BHREE 419 ( 47 ) 348 ( 53 ) 65 ( 30) 6 ( 22)
REEE 84 ( 9) 62 ( 9) 11 ( 5) 11 ( 41)
REESE 317 ( 3 ) 279 ( 42 ) 36 ( 17) 2 «( 7)
FEHE R 443 ( 49 ) 352 ( 54 ) 80 ( 37) 11 ( 41)
mEIMES 584 ( 65 ) 478 ( 73 ) 93 ( 43 ) 13 ( 48)
ZFDHDER
#CIL - HITESE 711 ( 79 ) 532 ( 81 ) 156 ( 72 ) 23 ( 85)
BEESE 341 ( 38 ) 264 ( 40 ) 58 ( 27) 19 ( 70)
W T EE 361 ( 40 ) 286 ( 44 ) 66 ( 30) 9 ( 33)
BEbt - BERRfES 179 ( 20 ) 134 ( 20) 38 ( 18) 7 ( 26 )
TADNARE 61 ( 7)) 49 ( 1) 10 ( 5) 2 «C 7))
ADL
RERENEE 638 ( 71 ) 474 ( 72) 148 ( 68) 16 ( 59)
HITIEE 675 ( 75 ) 501 ( 76 ) 155 ( 71 ) 19 ( 70)
BETHE 436 ( 48 ) 369 ( 56 ) 62 ( 29) 5 ( 19)
ALz 4 ( 0) 4 ( 1) 0 « - ) 0 « - )
SEUIR 3 ( 0) 2 ( 0) 1 ( 0) 0 « - )
it 901 (100 ) 657 (100 ) 217 ( 100 ) 27 (_ 100

A VAV EREBGEFORRETOTLVELIZED.

2) TVAVERBEFOEREZRDHELD, CIDDOREERINHDHEST.

3) WHOIBIZE #(ZELLN BRESE - BREREE - FBAEK (IWHOIBIZEREE(IZEZE L.
FEIMNIE%
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£6. REMROHBHE

nFE BiEE
eEE" CJD 2 cJD ¥ GSS
i :PSD HY 2833 ( 69 2514 (80 230 ( 32 17 (
B B EHOFRKRLE HY 1205 ( 29 595 ( 19 453 ( 64 117 (
MRL: XKIiNEZBEDESEES HY 623 ( 95 460 (97 153 (96 6 (
MRI: EERZDEES HY 306 ( 55 243 (60 58 ( 44 3¢
MRI: KD EIES HY 73 ( 14 55( 14 15( 12 1(

SE1) MMFEMECID, EIRMCID, GSSUNDT) A UBEELITRTOT)AUHRESE.

F2) TVF U EBEGFORRETOTLVELGIZED.

NIALVERABEFOLEEFEOHLELN, CIDOREENHIHEST.
LA (%) DR BIIEBREBEOERBHTHY, REZRETBHEDIFA (IR

2FY, REBGHLEMEEDOIA100%E%S.
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®7. VA ERBEFERDSH

255 B

AV EREEFEER TAVRES cJD GSS FFI
102(Pro/Leu) 137( 15 ) 137 ( 87 )
105(Pro/Leu) 17¢ 2) 17¢C 11)
178(Asp/Asn) 5¢( 1) 1¢( 0) 4( 100 )
180(Val/Ile) 461 ( 52 ) 461( 63 )
180(Val/lle)+232(Met/Arg) 5( 1) 5( 1)
180(Val/Ile)+237(Ser/Phe) 1C 0) 1( 0)
188(Thr/Lys) 1C 0) 1( 0)
196(Glu/Lys) 1(C 0) 1( 0)
200(Glu/Lys) 110( 12 ) 110( 15 )

(200Glu/Lys, —24 bp) " 2( 0) 2( 0)
203(Val/lle) 3(C 0) 3( 0)
208(Arg/His) 1C 0) 1( 0)
210(Val/Ile) 2( 0) 2( 0)
232(Arg/ Arg) 3( 0) 3 ( 0)
232(Met/Arg) 108( 12 ) 108( 15 )
Octapeptide Repeat Insertion

(72 bp) 1C 0) 1( 0)

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

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

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

(FEH) 2( 0) 2( 0)
Codon 178 (2bp deletion) 1( 0) 1(C 0)
FEg? 16 12 4 0
Bt 888 ( 100 ) 726 ( 100 ) 158 ( 100 ) 4 ( 100 )

EIRIE% (MIE R A DR TEEX100%I2G5 LN EHH D)

5¥1) codon200GIub Bl —7 L ILIZ24bpD RIEFRDHDH. ZD-24bpRIBIFEFEZE THYEE TIEHALN.

-24bpRABIFABIFEDHONTEY, ToF TN THMREMLCIDELTEHIN TS,
F2) JUAVEREGEFRERETENCIDOREENHDIHIN TR ITEFND.
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%8. YA EHiEIEFcodon 129, codon 219D ZEE DL

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys £t
Met/Met 2657( 92 ) 27 ( 100 ) 5( 100 ) 2689 ( 92 )
Met/Val 228( 8) 228 ( 8 )
&% Val/Val 1mC 0) 1 0)
=5 2896 ( 100 ) 27 ( 100 ) 5( 100) 2928 ( 100)
A&t 2896 (99 ) 27 ( 1) 5( 0) 2928 ( 100)
Met/Met 1922( 95 ) 9 ( 100 ) 2( 0) 1933 ( 95)
Mo O4( Met/Val 87( 4) 87 ( 4)
wI1)Lk-4 Val/Val 11¢( 1) 1M1 1)
OJ% (Fi8) 88 2020 ( 100 ) 9 ( 100 ) 2 2031 ( 100)
&5t 2020 ( 99) 9( 0) 2 2031 ( 100)
Met/Met 3533( 92) 115( 97 ) 9( 100 ) 3657 ( 92 )
Met/Val 295( 8) 3C 3) 298 (8 )
&3g|EE"Y Val/Val 13C  0) 13( 0)
=X 3841 ( 100 ) 118 ( 100 ) 9( 100) 3968 ( 100 )
&&t 3841 (97) 118 ( 3) 9( 0) 3968 ( 100)

DY —RASVREE R TRIASNIES (56976 DILBEEFIRRET>IEINT(ERERTH

FTUREBESNLDEED)

F) £RIEEFEDSL codon 129 DEER(IH AN codon219 DFERARIBLTULNAIEHF A 45518H 5.
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9. ’FLED MEETETOHM
RS HE
£BE ML Pt %] BEDHb B SEERED

RENSEEETHOHMA) cJD” CJD cJD cJp? GSS FFI JUF =
0-11 1710 (41 ) 1436 ( 45 ) 0( 0) 3 ( 39) 226 ( 31) 5(C 3)) 1( 25) 6 ( 35)
12-23 1095 ( 26 ) 855 ( 27 ) 0( 0) 30 ( 3 ) 18 ( 26 ) 15 ( 9)) 2 ( 50) 5 ( 29)
24-35 538 ( 13 ) 424 ( 13) 0(C 0) 12( 13) 92 ( 13) 9 ( 6)) 0( 0) 1( 6)
36-47 216 ( 5) 132 ( 4) 1 ( 100 ) 6 ( 6) 54( 7)) 23 ( 15)) 0( 0) 0( 0)
48-59 126 (3 ) 8 ( 3) 0( 0) 2 ( 2) 27( 4) 14 9)) 0( 0) 2 ( 12)
60-71 74 (C 2) 25 (C 1) 0( 0) 0 28 (. 4) 19 ( 12)) 0( 0) 2 ( 12)
72-83 39 ( 1) 11 ( 0) 0( 0) 1 ( )y 11 2) 15(C 9)) 1( 25) 0( 0)
84-95 32 ( 1) 9 ( 0) o( 0) 1 ( ) 11 o2) 11 7)) o( 0) o(C 0)
96-107 25 (1) 5( 0) 0( 0) 1 1) 6 ( 1) 13( 8)) 0( 0) 0( 0)
108-119 21 (1) 7( 0) 0( 0) 0 70 1) 7C 4)) 0( 0) 0( 0)
120- 63 ( 2) 22 ( 1) 0( 0) 2 ( 2) 19(C 3) 20 ¢( 13)) 0( 0) 0( 0)
EN] 227 (5 ) 160 ( 5) 0o(C 0) 2 57 ( 8) 7(C 4)) 0( 0) 1( 6)
a5t 4166 ( 100 ) 3167 ( 100 ) 1 ( 100 ) 93 ( 100 ) 726 ( 100 ) 158 ( 100 )) 4 ( 100) 17 ( 100 )
THA) 22 18 42 23 29 76 28 24
BERER) 26 19 - 28 32 52 35 22
=/INA) 1 1 - 1 2 5 7 4
&=X(H) 312 312 - 206 250 294 80 68

ENTVAVEABEEGEFORRETOTVEWFIZET.
) TVAVERBEFOEREREHLEND, CIDORKEENHLHEET.

FEANIE% (MIEEADBBRTERE100%I255% N EEH D)
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#£10. ¥H9 8

LS (X IFHEEH] 2LVl &it
sCJD 337 ( 11 ) 2366 ( 75 ) 464 ( 15 ) 3167 ( 100 )
dCJD 41 ( 44 ) 36 ( 39 ) 16 ( 17 ) 93 ( 100 )
gCJD 91 ( 13 ) 624 ( 86 ) 11( 2) 726 ( 100 )
GSS 15( 9) 140 ( 89 ) 3( 2) 158 ( 100 )
FFI 3 1 4

REETE DIEHIELERSILT LS
oIz, ZERBTUA PR (16 EQEEREDTIA S (16]) D2BI A HEEF ELTRESN TIVS
FEINIE% (ISR ADBEBETHETX100%(ZG5B N E8H D)

sCJD: MHEH IO/ YT)LL-YaTfR

dCJUD: FEERIEREEE T 57040 Y7/L-VYOT5R
gCJDEERMIRAYT/Lh-YaT%R

GSS: HFILRRT Y ARAARTF— v A H—T/
FFL: BUIE M R M SRR SE

sCJD, dCJD

HEEH HHATRIEFRR, 3920 IOy ORELEETTRKIZEE D)
ATUEAZRE.

(X ITFEEY FRERT RARUVER T, EITHEIERERL, MR TPSDZRNHS. B, =AY
A—XX, SRR #ANIKES, DMYER - HEEE. BF-BERKEDS
B2IEE UL ETRT. HANE, TELMIIZASBHIT, E&K14-3-3FAGHETSE
BRI B 2FERTE.

5 {AYIE (X IXHEEN R KRIERETRT A, PSDEXRL.

gCDJ, GSS, FFI
=451 CRBAEREMR, TR0 TJaYMNEOREREIETTRICESET)
FUoEBREREL, JVFUEBRELGFERERTS.
[ZIFFEEH FEARIGELD, TVF U ERBEGFERERD. BKRTENAFELEL.
ZEL VY REREAGS VAV EREBEGEFERELEASA TGN, EEEIT)F
VIRETR T DRI R ERIEENHS.

21



®11. BEEBIEERZET/0MY7IL
FvYadmBEOBEDLEEL R

fRAE (R &) A# (%)
i fE 5 69 ( 44 )
fixi 5 1t 27 ( 17 )
RIEHREIRTE 10( 6 )
A xfn & 7C( 4)
R 8( 5)
E X504 7( 4)
TR 19( 12 )
=X R E 7( 4)
Z0ih" 2( 1)
it 156 ( 100)
1) BHEHFELEF. MERTADAD
focuspr & F it 1451

FEMRIE% (MIEEADBEFRTEEX
100%I[27% bW &L H D)

F12 EEBERZETHIO(YIIAL-YITRBEOBESFLBEISRFETORM

BHENSRFETOLAM (F)

BMME 1-10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33T At
1975 1 1
76
77
78 11 2
79 1 1 2
1980 11 1 3
81 1 1 1 1 4
82 4 2 1 1 8
83 6 15 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 1 11 24
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 3 156
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H1. BEBIEEEZA T304V 7T - YaATEEEIS6 ADRBEDH

16

14

12

10

(AN) 8

Z

I.OKDl\00mO\—INmﬁ‘LﬁkDI\OOG\OHNMSLHLDI\OOO’\OHNM#ID‘DI\OOO\O
00 0 00 00 00 Y O O O ) ) OO OO OO O ©O © © O OO0 000 d ™ o o A oo
AN O OO0 O0O0O0O00O0000000O0O0O0 oo
Lo I T T e T e R T T B I TR L O I O o VA o I o IR o N Y o VA o VA oI o VA &\ I o VA oV I o\ I o Y o A o N AN o N A N I oN I o\ I o}

B

FHRIZ2021FIA DY —RAFV AR ERTHIZITICIDERHONT-FITH S,

H2. BEEBEEREZETHS/O04YITILL-VIATHEEIS6ADOBENSRBTETOHBMOD S H

(N)

a .

123456 7 8 9101112131415161718192021222324252627282930313233
-

FRIT2021 FIA DY —RASURAEZB R TH=ICICIDERDONT=HITH S,
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2022 (&fn4) £ 03 H 07 H

TVA VRO —RALAS VAR
2022 (M 4) &£ 2 A TVAVRERY—RSASVRERES

JE A S B B g B A Bh 4 EEVR MR YR R T IR IR AT
TV A IR OY— A T R LY B5 B T D A A 4R BE

(7 &l

DRI OFFERBIREM R EE, BIEOHRILICESS T I A VHEEsE0HBOERE N
BAMEFEORGFEORICHKMEMAZLIRMGE T 52 12> TWD 2, 1999 (FFRk 11)
FELY, KANORE (ARG AICIEREORE) BENTT I X UREEDO XA
B OREIR G AEE N TR EE AR S TEBRMED AV A KGR T 5 i & b
e BE (BLF. THRZEBE] W o, 2010 (CFRk 22) FE LY XU A RO — 1T
AL BB THICBET 2R EMICIE] ~BIT) CEMES, TV A VRO EICIEHSIND
b, MIRMETIE /e AY T2l s Y ATHRY RS T U ARESEHE L.
ZTOHRTEELZ 10780y 720 THMRENE, BBt lofMEL—XA1 7 2R
ZELCLTHEL, SOLICEHERRO Y A U REYEME (HRHEY5HME) ol
T, HRoBEICHT D EREICE T DA (EEHRE) IS < FEE E R B Akl E R
i (LA ERBRIEM R FEE) OBICHRMH SN 2BERAREBMAZECHERI G LN E
FWZHOWT, JFAIE L TEMPBAEEZIT> TWDH, £, 2006 CFERK 18) HFEE B I kG
FiE D F B K VEYGE O BEF I T 5 EHEICET 2 E/#) REERE) ICESWTRITHS
NIEFIZONTEH, AIEOLETHEN G LT L LI IRz, £, RHEZITI> O b
WY —=_A T RFBRT VA URESEME (HREYHEME) N8 LULEMIZ OV
THRBEICHEL TS, SHIZ, V= _"A T 20— ELTCEEHOBERENSL 7V 4
VIRNEDNOBEFEICONT, BEFE (BDIWVWIEERK) OREOL LTV A UEAER TR
KOERBRFALKRFIC, MEMBKE~Y— D —BRBOKBELRRBERFZIIHFEONDIN, 20K
WMLABECEHALTCWD, B, UEOH#BIZWVWTFNLEE (HD5WITFEE) ORENEG
DTG EICORFERL TWD,

=S FZ U AFZE I EMOICHBIN IO —_A T 2AFES (LLF, £
Bl Ew)) THMMAEZFORKREZREL., ZESTEHIoRELZ S LITlx DEEHIC
DOWT, ZWromEM., R (MG - SEatE - EESMEA R E] 28Ol 21T > T
Do SHLIEEUEDE IR TFREEZR THEEINTZEZFIZONT, FEEHZERWCTEHHIC
SUEREEEICHAEELZXEML, TOHRORNEZERL TS,

X BT, 2017 (Fpk 29) 2 4 A 1V Japanese Consortium of Prion Disease (JACOP) 1Z X %
TV A IO BAREIRA & L CIHA & # O T B (http://jacop. umin. jp/jacop. html) ,

A|ETIE, ZTRNETHRBEINTE LT —ZITMA, 2022 (5 4) 42 H 3-4 HIZH
SN Tcth—_A F UV AFZBAE TR SINTER/EREZMATZBREH|MET 5,
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[ 2]

1. 1999 (PFpk 11) £ 4 H 1 B2 5 2022 (BF4) £ 2 A 4 BFEToMMic, FREKEFE
aEE U CHERE IS L 6312 6] (EEMIZE5T) B —_A 7 2AFBETHRF S
Cor#lmet 21861) . 205 bAF 4321 1 (Fr#Hl 165 flz8M) N7V AU e LTiRD
BiL, T—HRX—RTHEINTND,

2. RIUICEGEEZOME - BIWFEOS Z T, BIWEIL, BEAI2E Tl 2014 (CEALK 26)
296 Bl TR b L <, IRWT, 2013 ((EAk 25) 4 (293 fl) | 2015 (PFpRk 27) 4 (266 f) |
2012 (Rl 14) & (262 f51) Lo TWD, RIIWCTAT L OIZIEE (2016 [FRk 28] FLL
) ITWEZ AN BIREHRFICID 704 Y 72 b PaTd RO TEEDOTREEND D720
LSHBEBERNMZ D Z ENHEERTE D,

K2 ICHEBMNFEXRNBEREREEREL T, 60 MU ETIEWTALOFEmREERIZI VT
2000 FERATF E B L CHRIFOBEFELR, MEROLEARALNT,

z3WAODblyoBEKEME - Emlcrd, B 0ERTcAnDdblZ oBFEK
DikbEhole, TRTOEMBERTEOAND DY OBFHENBIZHTE WG HBE
BEN, RBZOoHEITHRERE LA AD (2020 [FF1 2] FEZBFEAD) THRLED
DTHY, FHRIOBERLITELRD,

3. RAZKWFEOFER M ZWBINI AT, BEIEH 4321 610 5> HLIVEME I v A Y 7 =
bk ¥ aTHw (LLF. [sCID) EWvW9) 232896 (76%) THOV., ZDH> b7V A&
G FOMBENERSNTZDIL 2159 ] (66%) Thot-, EHEMEIZIa Y Tz b - F
a7IHE, 1HOER 7 a4y 7 /b kY a7 (vCID) &R\ TJ Tl AR 2
A3 25 (LLF, TdCID) W) 934 (2%) Thole, BEET I A UHD I HLERMES
A4 Y7z kY aTgh (LT, [gCID) EWH) X 7576 (18%) ThHho7=z, ZDHbH
TASHNC TV AV EABEGBTOERPERIN TS (FEY O 12013 T REREIT T,
JmaAY Tz XY aAaTIRORKEEZAET HEFRTHD) , FVARvr - ZAbhrAfRT
— v A= (BLF, T6SS) &vv9) 28 168 i (4%) . BOIEMEZF R MEARIRAE (BLF,
[FFI] W o) n6pl (0.1%) Thotl-, Zofic, VT UHITHEELTVWDIHLDOD
VA EHBEFRBRPOCEBEBHEEOMEBE R 2 E THBEREDOENEF 17 6] (0.4%) 17
35, BERFTHDLIE, 710 RROBFOHENRDZ (34%) | FIH RO F %

70 % (FF#s O RAEIX TLk) Th oo, FIFKRFEE DY X, dCID I K T8 GSS 2% 50 kR
EARWE S BB iz,

4. 7V F U IRORERINC FESER - FrR O HBLBHE 2R 5 (I3 T (BHBEE O S VWFH T
&% sCJD, gCJD, GSS DHAZKR) , HEZEDORAXD 2017 FELOEF INTT2D, KK
FHLVHBEECEF SNEZBEETOLEZHEF L TWVD, K 6 (I L MO MRT AF A o H 35
BEE 2o, MMk PSD (JEIIPEREIMERE) OFEUANA DT R b, FHEZEDO LTI 2017
FURBICBEGE S NTEFOATEIFHFINTND,

5. ZUVFVIEPBEINTIEFGED T, 4105 HlIC TV A EBABEGFRENER S
TWb, &afllEs (TEfEL) . 7V AV mRBEFE2E, IM¥Esra Y7L a7
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i (FF48) BT, codon 129 & codon 219 2R D /A% R TITRT,

BIE 921 BINEBHET VA UHELTEEINLTWD, YV AU EABER A RO
ERBICRT, MIZHEELEAAND T VAV EABKBTOBRBIITOIL TV RV, FHET
BENDBOONTNWELEDICEBEBEET VA VIR EHESRZENLHY ., £ 8 OEFHER
R A CIIXLT L LW, 2k, sCJD EHIESNTEFOFIZITT Y A EAHER
FTRENMIbhATWAEWNWELEENS,

BETERICHETLI2ERIGONESEEG, BEBLOZOXBRICK L TAREE LD
FTHREEEZAEHLUBEREMEZITbRVWI ST, BETASZN LTV AV HEOEBEFICD
BNDHAREEERETERN, TOTLDARFEIL T LA, EBAIZZ OBIE A RO
ODERIZOVWTHBAZIT) 2L L TWVD, BRFRAEDMREIIZOWTIL, EARMICIE
FHRENMTHI ZEZFAE LTV, BBEIZIHLTH—_A T 2FBS ML T
Ly PRI EMBICE L TEEODEVW I U 7 OEME LB ML TBY ., BEENbH
YR — 21T BRI BTV D,

6. BHHAEZ SO THAE 38T ADFLENERI N TWND (2022 [FFn4] 42 H 28 HEL
F), BN OLEEETCOHMMONMAZER IR T, sCID T2 OFELE N 17 » B2,
dCJD & gCJD TIEHZEN LD bR EWHmABE SN, GSSIEES IR 2%
R EOEIG D& oI,

7. W EER 10T, FIMBIZEEKTIE 15% (3787 Hld 5 6 581 f5il) T - 7273,
dCJD X gCJD TIFHMELLCLm WA NBE I N, FAROFEEZ b LI T 519 fin
TV FURMEEM E L TBREEINTWD D, HIROFESHH L TV WE D 62 4 iR
iz, ZHHOIEFIZ OV TIHERINELRITON T, SBRZMOMBELEN END Z &
DB IND, TV —_XA T U AEBERTHZHHEOTEOIZEFHMRITIEELEXTE
D, FIMEEICKTIIR—-FHLERL WD,

8. INFEFTIAY —RXA T ATHEINZACIDITIRALICRTEBY AR ISHITH D,
SEIOY—_A T U AFEETHLICBEINTIEMIT o7, T 93 FEROMIT,
BEICH —_A T U ATEHEIN TV TEDZOBIHAEIZ X BB H L HE,
WERICEERESCHEBKEERE CHREIN, TORMEBEBMEENH L-EE2ED T, dCJD
JEGNTBAE., BEF 166 il NEEF N TV D,

BAEDNECTHBH L TWS ACJD B ORBIEL, AiRloREEICRT EBY TH D, milE
ERILLT—2%2H/ET 5,

RINVICHEBEBHEZ T DREE R oW BO M 2T, WIEE 2 69 6 (44%) & 3
< b, Bt (27 6] 5 17%) BZHICTRWTE,

F 12 W B D dCID BIF £ TOHM OO Z2 R, £ < OEEN 1987 (HF1 62)
ORI FIEETLRNCBME Z 2 2 F 0T, B2 5 dCID Z9H £ T o WML E #
b3 2M@miIcdH D, BAEDOFEE T 13.5 F (FEERE 78, &/h~&KK:1~334F) Th
%o dCIDIEBIDOFRIFEDO A EZR 11T, BENLOGHFHE TOHBOSMHM AR 2 1277,

MR D FRIE LR ERICBIEAZ T -BRFEICHOVW T, HAHEOBMBENEN S -2 &
DV L T D 1993 (CFpk 5) FoBAEE (1 F1) ZBr& . LBRIEZ F LLAT O R4 722 o
ML O H 22 OTHB L T v, Z OMIZHEBEBE O fTRetED & 25 fEF A5 13
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Bl BIELIHFRNERTH D,

ARFFRIETIE, FEEBHEBEIH LN oG A. TORNRIZOWTEIREN D FEITH
T2 XK BELTWD, 2022 (BFn4) £3ABE, TXTOREFTERE (DWW
B O EBE (HDWIEEK) ~ THEBMEEL2ET 2784y 72V Y279
ThHod] TERMBHAINTWVWDLIZERHERINLTWD,

9. ITNFEFTOHREIZT, AR LEHO T, 2 CA VX2 —Fy hTABRLTW?

(http://www. jichi. ac. jp/dph/inprogress/prion/),

DN =
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®1. BEOM-RKBEOHH

BEK BE . RTUH(OEEHFE)"
g = &t L] = &t
HIRE -1995 7C 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 3¢ 1)
1998 24( 1) 34(C 1) 58( 1)
1999 32( 2) 54( 2) 86 ( 2) 51 64 115
2000 48( 3 ) 56( 2 ) 104( 2) 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) 117( 3) 70 72 142
2004 50( 3) 71(C 3) 130 ( 3) 70 98 168
2005 73( 4) 86( 3) 159 ( 4) 72 84 156
2006 58( 3) 110( 4) 168 ( 4 ) 70 104 174
2007 77( 4) 90( 4) 167 ( 4) 72 98 170
2008 73( 4) 100( 4) 173 ( 4) 97 109 206
2009 94( 5) 120( 5) 214(  5) 79 87 166
2010 100( 5) 139 ( 6 ) 239( 6 ) 93 126 219
2011 112( 6 ) 147( 6 ) 259 ( 6 ) 107 112 219
2012 113( 6 ) 149( 6 ) 262( 6 ) 99 142 241
2013 131 ( 7)) 162( 7)) 203( 7)) 116 136 252
2014 127( 7)) 169( 7)) 206 (7)) 115 130 245
2015 118( 6 ) 148 ( 6 ) 266 ( 6 ) 121 145 266
2016 94( 5) 117( 5) 211 (5 ) 115 146 261
2017 94( 5) 100( 4) 194 ( 4) 129 165 294
2018 74( 4) 134 ( 5) 208( 5) 155 184 339
2019 90( 5) 103( 4) 193( 4) 105 169 274
2020 71C 4) 114( 5) 185( 4) 132 183 315
2021 23( 1) 3B(C 1) 58( 1)
& 2 4 6
&t 1853 ( 100 , 43) 2468 (100 , 57) 4321 ( 100 , 100) 2028 2564 4592

1) ICD 10th: A81.0+A81.8
JE) RIS % (ME R ADBR TEFHI100%IZH5HNIELH D)
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2. BEDERINRKEDODH

Fin (%)
-39 40-49 50-59 60-69
=R AR AR
BEH BEH (FA i3 BEH FA BEE BEH FA BEE
HERE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 23
2000 4 7 16,652 04 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 27
2002 3 2 15,739 0.1 25 19,159 1.3 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 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 03 20 18,324 1.1 37 16,216 2.3
2008 3 7 15,908 0.4 14 17,495 08 51 16,901 3.0
2009 3 7 16,127 0.4 30 16,712 1.8 60 17,698 34
2010 4 6 16,617 0.4 29 16,264 1.8 Al 18,285 3.9
2011 0 5 16,992 03 34 15,793 22 67 18,392 3.6
2012 0 7 17,400 04 27 15,469 1.7 74 18,349 4.0
2013 0 5 17,794 03 22 15,295 14 82 18,262 45
2014 2 8 17,943 0.4 33 15,268 22 81 18,027 4.5
2015 2 5 18,306 0.3 22 15,429 1.4 73 18,200 40
2016 3 10 18,678 05 8 15,244 05 44 18,318 2.4
2017 0 5 18,579 03 24 15,533 15 48 17,605 2.7
2018 1 3 18,432 0.2 19 15,783 1.2 65 16,836 3.9
2019 1 2 18,181 0.1 15 16,036 0.9 52 16,104 3.2
2020 0 1 17,939 0.1 12 16,379 0.7 51 15,523 33
2021 0 2 - - 1 - - 15 - -
3 49 111 372,247 0.3 483 377,050 1.3 1192 367,762 3.2
Fin (%)
70-79 80-89 90- LEB
AR AR AR AR
B2EH (FA) BEE B2EH (FA) BEE B2EH (FA) BEE £2E (FA) BEE
HIRE 1999 22 9,629 23 5 3,922 1.3 0 637 86 125432 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 42 11,219 3.7 5 4,703 1.1 2 929 22 117 126,139 0.9
2004 49 11,526 43 18 4,935 3.6 0 1,013 130 126,176 1.0
2005 63 11,896 5.3 10 5,258 19 1 1,078 0.9 159 126,205 1.3
2006 55 12,179 45 18 5577 3.2 1 1,152 0.9 167 126,154 1.3
2007 70 12,438 5.6 32 5,894 5.4 0 1,219 167 126,085 1.3
2008 69 12,612 55 27 6,209 43 2 1,277 1.6 173 125,947 14
2009 81 12670 6.4 30 6,544 4.6 3 1,326 23 214 125820 1.7
2010 85 12,960 6.6 39 6,809 5.7 3 1,368 22 237 126,382 1.9
2011 103 13,273 78 46 7,098 6.5 3 1,442 2.1 258 126,180 20
2012 101 13,595 74 48 7,391 6.5 5 1,524 3.3 262 125,957 21
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 0.6 296 125,431 24
2015 106 14,081 15 54 8,161 6.6 4 1,782 22 266 125319 2.1
2016 86 13,873 6.2 54 8,432 6.4 6 1,922 3.1 211 125,020 1.7
2017 62 14423 43 54 8,665 6.2 1 2,050 0.5 194 124,648 1.6
2018 78 15,099 52 39 8,836 44 3 2,179 14 208 124,218 1.7
2019 69 15856 44 48 8913 5.4 6 2,305 26 193 123,731 1.6
2020 76 16,171 4.7 43 9,113 4.7 2 2,386 0.8 185 123,399 1.5
2021 25 - - 14 - - 1 - - 58 - -
£ 1584 282,808 5.6 726 144,987 5.0 46 31,238 1.5 4191 2,761,476 1.5

1) AOBEHHTHBLLTERALTLSARD

2) AO1007 Axt4ER]

3) AABLURBEEL1999~2020F THH (2020 F LI ERFEL BV =HIEELLESTIS)

1998 4F AR S FefiE LT FE B (LR EF SN TLVEL V=

RIERFHTHDELRFETHDE (A5H108) EESH A LIRS LT,

BEHIER1EFEGSD (DY)
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3. & Eﬁ%ﬂllkn&fzuﬁmﬁﬁﬁ

T AO1078 Axt
AO105 Axt AO1I0AAR  BEHDMEL
BEHN A0 BFEHAN) BEHN A0 BFEHAN) (B &)
F 5 (5%) AN (FA) (a) (AN (FA) (b) (a/b)
-39 30 25,725 0.12 31 24,622 0.13 0.93
40-49 55 9,119 0.60 73 8,821 0.83 0.73
50-59 219 8,242 2.66 296 8,137 3.64 0.73
60-69 569 7,609 7.48 664 7914 8.39 0.89
70-79 692 7,446 9.29 913 8,725 10.46 0.89
80-89 277 3,544 7.82 449 5,569 8.06 0.97
90- 9 601 1.50 37 1,785 2.07 0.72
) AOF2020F D ERHERE
RIEBFRAHADOEELRBESRADE (FEH108) L&D MLERI L=,
4. EFEOY - RFERERSMIEER]
BEHIIAUE
EESE ox ]
M EER BEhHb Bt RED
2EE cJD " CJD CJD CJD 2 GSS FFI Tyt P
4
2] 1853 ( 43 ) 1424 ( 43) 1 40 ( 43 ) 298 ( 39 ) 78 ( 49 ) 5 7
g 2468 ( 57 ) 1865 ( 57 ) 53 ( 57 ) 459 ( 61 ) 80 ( 51) 1 10
F# ()
10-19 4 0 2 ( 2) 2 ( 0) 0 0
20-29 1 ( 0) 2 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 0 ( 1) 15 ( 0) 10 C 11) 4 (1) 13 ( 8) 0
40-49 121 ( 3) 69 ( 2) 1 7 ( 8) 21 ( 3) 27 ( 17) 1 2
50-59 492 (11 ) 369 ( 11) 21 ( 23) 57 ( 8) 64 ( 41) 3 1
60-69 1144 ( 26 ) 1000 ( 30 ) 26 ( 28) 158 (21 ) 43 ( 27) 2 4
70-79 1463 ( 34 ) 1302 ( 40) 20 ( 22) 269 ( 36 ) 7 ( 4) 7
80-89 648 ( 15) 505 ( 15 ) 2 ( 2) 216 ( 29 ) 0 3
90-99 41 (1) 19 (1) 0 27 ( 4) 0 0
100- 0 0 0 0 0 0
P N: ] 1 8 0 1 1 0
it 4321 ( 100 ) 3289 ( 100 ) 1 93 ( 100 ) 757 ( 100 ) 158 ( 100 ) 6 17
4321 ( 100 ) 3289 ( 76 ) 1 93 ( 2) 757 (18 ) 158 (  4) 6 17
() 70 70 48 58 73 54 56 68
th s fiE (%) 7 Al 48 61 76 56 58 70
EEREE (R 1 10 - 16 12 10 5 12
=ED(RKR) 15 22 48 15 15 22 46 40
BEE () 99 95 48 81 99 75 61 82

1) HIFETECID 32896BID5E, TUA L ERBEEFORENEEIN-DIL215941 (66%) THY, Y DEFITIXRMEST.
2) AU EABBEFOEEEZRDHLELD, CIDOREERNHLH1Z25L. BAZEHIEZOATIVIZEENS.

) EEBEELAES, BEET (FIRGL) ICKVBNFERGEL, TVAVERBEGTFREATD REBEREDLENHS.

FEIMAIE% (MEEADBEFBRTEEE100%ITH 56BN ELH D)
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RE5. TEFEBREFQOHBREE

MmFEHE EinH
eEE" cJD? cJD? GSS
HEITH (RERETR) 809 ( 77 ) 644 ( 82 ) 156 ( 63 ) 4 ( 15
HEITH (BRETR) 239 ( 23 ) 129 ( 17) 86 ( 35 ) 21 ( 78
HEITHETIE AL 16 ( 2) 8 C 1) 6 ( 2) 2 ( 7
FTEER Y
SAYO0—XR 706 ( 67 ) 594 ( 76 ) 100 ( 40 ) 8 ( 30)
AT ERENE 1051 ( 100 ) 779 ( 100 ) 247 ( 100 ) 17 ( 63)
N PR3N 487 ( 46 ) 383 ( 49) 81 ( 33) 22 ( 81)
SRR IR 566 ( 54 ) 437 ( 56 ) 115 ( 46 ) 12 ( 44)
IR B ER 421 40 ) 333 ( 43) 78 ( 31) 6 ( 22)
BEHESE 509 ( 48 ) 423 ( 54 ) 76 ( 31) 6 ( 22)
REEE 108 ( 10) 79 ( 10) 18 (7)) 11 ( 41)
REESE 358 ( 34 ) 315 ( 40) 40 ( 16 ) 2 ( 7))
AR 518 ( 49 ) 415 ( 53 ) 89 ( 36 ) 11 ( 41)
mEMES 709 ( 67 ) 570 ( 73 ) 120 ( 48 ) 13 ( 48)
Z DD FEIR
fCIL - SITIES 838 ( 79 ) 630 ( 81 ) 179 ( 72 ) 23 ( 85)
BEEE 407 ( 39 ) 320 ( 41 ) 66 ( 27) 19 ( 70)
bk T PEE 436 ( 41 ) 346 ( 44 ) 76 ( 31) 9 ( 33)
fEbt- BERRRES 222 ( 21 ) 169 ( 22) 44 (18 ) 7 ( 26 )
TAMNAREE 77 ( 71) 63 ( 8) 11 ( 4) 2 ( 7))
ADL
HERENET 756 ( 72 ) 565 ( 72 ) 170 ( 69 ) 16 ( 59 )
HITESE 802 ( 76 ) 599 ( 77 ) 178 ( 72 ) 19 ( 70)
BETHEE 532 ( 50 ) 449 ( 57 ) 73 ( 29) 5 ( 19)
AL ER{EA 10 ( 1) 8 (1) 1 ( 0) o0 ( - )
SEVIR 8 ( 1) 6 (1) 2 ( 1) o0 ( - )
&t 1056 (100 ) 781 (_ 100 ) 248 (100 ) 27 (_100

1) MMFEMECID, EEMCID, GSSUNDIFRESLTRTOT)A U RESE.

2) TVAVERBELEFOEEEZRDLELD, CIDDREENHIHZED.

3) TVALVERBEFORREFTOTLVELVIZEED.

4) WHOIEREEE E(ZHLD XI-ELEHES BREES - FHAEK (SWHOFBZERAE(ZEZHLAL.
NI %
FEERETSNIZ201 TELREICE R IN - BEREET LI (D BIEEFZEFRHICITLASEL).
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6. REMEOHRFE

maetE BintE
@ CJD 2 CcJD ¥ GSS
fixiiR: PSD %Y 2923 ( 70 ) 2596 (81 238 ( 34 ) 17(C 13 )
il EREEEBOBKIE HY? 335 ( 72 229 ( 78 95 ( 63 ) 8( 57)
MRI: KINREBEDSEE HY? 763 (95 569 (96 184 ( 96 ) 6( 32)
MR EEBOSESE HY? 363 ( 53 290 (58 68 ( 43 ) 3( 18)
MRI:#EEDSESE HY? 86 ( 13 66 ( 14 17( 11 ) 1( 6)

SE1) MFMCID, EIEMECID, GSSUAN DT A URELELITRTOT)AURESE.
F2) AU ERABGFOREZITOTLVEVMIZED.

FNTVAVEREBEGFOEREZRDLEVD, CIDOREENHDHIEEL.

F4) FHERSGETSN=201 T E UIRICBFE SN B ERERH L (DB BEFBEERRICGSEN).
N (%) DA BEIEREOERERBTHY, REBRETHADISEIIFRIILE.
DFY, REBEELIEELDFA100%E755.
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#®7. TVA L EHEEFcodon 1298 & Ucodon 219D ZERDHH

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys &3t
Met/Met 3655( 92 ) 116( 97 ) 9( 100 ) 3780 ( 92 )
Met/Val 306 ( 8 ) 4( 3) 310 ( 8 )
&3H|EE? Val/Val 15¢( 0) 15 ( 0)
A&t 3976 ( 100 ) 120 ( 100 ) 9( 100) 4105 ( 100 )
&&t 3976 (97 ) 120 ¢ 3) 9( 0) 4105 ( 100)
Met/Met 2752( 92 ) 27 ( 100 ) 5( 100 ) 2784 ( 92 )
. o Met/Val 239(  8) 0(C 0) 239 (8 )
g”*/’ﬁ Val/Val 13 0) 13( 0)
BEEK) a3t 3004 ( 100 ) 27 ( 100 ) 5( 100) 3036 ( 100)
it 3004 (99 ) 27 (1) 5( 0) 3036 ( 100)
_ Met/Met 1998 ( 95 ) 10 ( 100 ) 2( 0) 2010 ( 95)
MBILTOA ot/ val 92( 4) 0( 0) 92 ( 4)
I val/val 12 1) 120 1)
:'ig(ﬁ &%t 2102 ( 100 ) 10 ( 100 ) 2 2114 ( 100)
A&t 2102 (99 ) 10(C 0) 2 2114 (. 100)

1) P —RAZVRAEBRTRIASINIFEH (63126]) DOILEGFRRETOHLEBINT(ZEERTT

VA VREBESNZLDEET)

3) £RIEEEZFEDDID codon 129 DIFFERITXH DN codon219 DEFERHMRIEL TULNSEEHIH46451dH

B.
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£8. JVAEREGFERDAH

LEEMN EinE

VAV EBEETFER TVAUIREE CJD GSS FFI
102(Pro/Leu) 137 ( 15 ) 137 ( 87 )
105(Pro/Leu) 17 2) 17 11 )
178(Asp/Asn) 7 ( 1) 1 ( 0) 6 ( 100 )
180(Val/Ile) 482 ( 52 ) 482 ( 64 )
180(Val/Ile)+232(Met/Arg) 5 ( 1) 5 ( 1)
180(Val/lle)+237(Ser/Phe) 1C 0) 1(C 0)
188(Thr/Lys) 1( 0) 1¢( 0)
196(Glu/Lys) 1( 0) 1¢( 0)
200(Glu/Lys) 114 (C 12 ) 114( 15)

(200Glu/Lys, —24 bp) 2( 0) 2( 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( 0) 3( 0)
232(Met/Arg) 112(C 12 ) 112( 15)
Octapeptide Repeat Insertion

(72 bp) 1 ( 0) 1 ( 0)

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

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

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

(FF6) 2( 0) 2( 0)
Codon 178 (2bp deletion) 2( 0) 2( 0)
~BH 17 13 4 0
&t 921 ( 100 ) 757 ( 100 ) 158 ( 100 ) 6 (100 )

FEIAIE% (HERADBERTEEHX100%IZHELHENELHD) .

BIRFEEFZEDHLINIMAEMCIDELTEEINTWSEFNH D (FH184]: FiLDEY),
Bl FEEZFZDBNTI/BEEEFROLNI6H; E200KF+1) DR IMECIDEZ S 16,

M232RF+1) /=5 TN CIDEZ B E /=18,
TI)AEABGFDERFZEOHLEND, CIDDORERNHIBIMNTREAIIZEEND (FH174]) .
[AIE2] Octapeptide Repeat Deletion (-24bp: IEHE ZE THH24bpD R K)EH T HIMFEMECIDH

AP ZFEIN TS,
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i)

TERBHE

B0Hb BintE NEERED
HEMNSETETOHBA) cJD” CcJD CcJD cJD? GSS FFI A
0-11 1654 ( 44 ) 1398 ( 47 ) 0 ( 0) 35 ( 39 ) 212 ( 35) 3(C 3) 1( 25) 5 ( 31)
12-23 1065 ( 28 ) 837 ( 28) 0( 0) 30( 33) 179 ( 29) 11 ( 10) 2 ( 50) 6 ( 38)
24-35 532 ( 14) 424 ( 14) o0( 0) 12( 13) 87 ( 14) 8(C 1) 0( 0) 1(C 6)
36-47 197 (5 ) 129 ( 4) 1 ( 100 ) 6 ( 7) 46 ( 8) 15 ( 13) 0(C 0) 0(C 0)
48-59 110 ¢ 3) 73( 2) 0( 0) 2( 2) 23( 4) 10( 9) 0o( 0) 2 ( 13)
60-71 58 ( 2) 26 ( 1) 0(C 0) 19 C 3) 11 ( 10) 0(C 0) 2 ( 13)
72-83 34 ( 1) 11 0) 0(C 0) 1( ) 9 ( 1) 12 (C 11) 1( 25) 0( 0)
84-95 28( 1) 8(C 0) o0¢(C 0) 1 ( Yy 8 ( 1) 11 ( 10) 0( 0) 0( 0)
96-107 20( 1) 5(C 0) 0¢(C 0) 1C 1) 4(C 1) 10 9) 0o( 0) 0( 0)
108-119 17 (. 0) 6 ( 0) 0¢(C 0) 4( 1) 7( 6) 0o( 0) 0o( 0)
120~ 38 ( 1) 10C 0) 0o(C 0) 2(C 2) 12 2) 14 12) 0(C 0) 0(C 0)
B 34 28 - 5 - 1 -
&t 3787 ( 100 ) 2955 ( 100 ) 1 ( 100 ) 90 ( 100 ) 608 ( 100 ) 113 ( 100 ) 4 ( 100) 16 ( 100
E#(H) 21 17 42 23 26 76 28 25
FRIECR) 14 13 42 14 18 66 13 18
BERZEA) 25 18 - 28 29 53 35 22
2/INA) 1 1 - 1 1 5 7 4
&A(A) 312 312 - 206 250 294 80 68

FNTVAVERBETFORRETOTVEVGIZED.
) TVAVEHBETOEREZRHHELD, CIDORKENHIHIEET.
STl 378761 E LT CBIF T RELS =B (X R NSRRI .
EILAIZ% (RIERADEBRTAFT100%IZERNIELHD)
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®10. P DFERE

EEH (X XHEEH £%0VE &t
mMFEMECID 359 ( 11 ) 2444 ( 74 ) 486 ( 15 ) 3289 ( 100 )
ETEFICID 1( 100 ) - - 1( 100 )
IEIERHERE D $H5CJID 41 ( 44 ) 36 ( 39 ) 16 ( 17 ) 93 ( 100 )
EIEHCJID 99 ( 13 ) 647 ( 85 ) 11(¢ 1) 757 ( 100 )
GSS 15( 9) 140 ( 89 ) 3( 2 ) 158 ( 100 )
FFI 3( 50) 3( 50) 0o( 0) 6 ( 100)
NEREDT)AUHE " 1(C 10 ) 5( 50 ) 4( 40 ) 10 ( 100 )
£EE (A 519 ( 12 ) 3275 ( 76 ) 520( 12 ) 4314 ( 100 )
ED RFEEREDTVA IR (E1TER) ICIXZHEERANTHEENS.

KEETE DEFIXBRIILTLNVS
FEIMARIL% (MIEEADBEFRTEEX100%IZHE 5N ELH D)
GSS: FILARRT U AMAARS— v A h—TR
FFL: B3 1 R R A ERSE
PIFMECID, FEIRFSHEFRE D & SHCJID
B : BMLRERR, £EHIR 40 JayMNEORE LA AT TRICER T

TUEBERE.

(FFHEREH FERENGVESIT, EITHARETRL, IR TPSDZRHS. BIZ, 347
A—XX, #KERHAENRES, DMUER - HEER. BF-BSKED
L2IHBUETRY. HHWNEL TEWBIICASHIT, #K14-3-3FBBEIET:
FRRAZ B2 F K.

EELMEI: (X IXFEEGI LR CERIRAEIRERT A, PSDERL.

B=ECDJ, GSS, FFI

HEEHI : HHNSREMR, TEEYIR2JOVNEOCRELEBEZTTRHICESES
AUEBEZREL, JIAEREGFEEEZETAS.

(FIXHEN REBEFRIIGEOD, VAL EOBGTFERZRD. BERAAERNFELEL.

SEL V5] : FRIBRF R HVEC, 7"'J7J'/faE@{K¥TE%HIEEE$*LTL\7;L\75\ BRI
UIRETRB T AR REREELNHS.
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®11. BEEBIEERZET/0MY7IL
FvYadmBEOBEDLEEL R

fRAE (R &) A# (%)
i fE 5 69 ( 44 )
fixi 5 1t 27 ( 17 )
RN ENRE 10(C 6 )
A xfn & 7C 4)
R 8( 5)
E X504 7( 4)
PR RS 19( 12 )
=X R E 7( 4)
ZDH" 2( 1)
it 156 ( 100)
1) B FEILE 16, HMERTADLAD
focuspr & F it 1451

FEMRIE% (MIEEADBEFRTEEX
100%I[27% bW &L H D)

F12 EEBEREZAETHIOAYITA - PIATRBEEOBEFLBEISRFETO MR

BHEN S RFETOHM (F)

L 1-10 1112 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 a&t
1975 1 1
76
77
78 11 2
79 1 1 2
1980 11 1 3
81 1 1 1 1 4
82 4 2 1 1 8
83 6 15 1 1 1 1 16
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88 1 1 1 1 4
89 2 2
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92
93 1 1 1 3
&5t 56 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 156
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[#1]) 201652 5202141 BT 2CIDY — <4 7 v ZAF B EREHEH] D R

AR 2 & EH 2!
P E
2016 4E 176 (66) 92 (34) 268 (100)
2017 4¢ 262 (62) 161 (38) 423 (100)
2018 4E 227 (64) 130 (36) 357 (100)
2019 4 207 (68) 99 (32) 306 (100)
2020 4f 245 (75) 83 (25) 328 (100)
2021 299 (76) 97 (24) 396 (100)
HEIPIESRICN LCoEE (%) ©H 5,
(2] 2WiEsikBEs otz
oy 2018 £E LR 2019 4 2020 4 2021 4
N = 4,166! N = 3,415! N = 207! N = 245! N = 299!
sCJD 3,167 (76) 2,619 (77) 158 (76) 181 (74) 209 (70)
gCJD 726 (17) 549 (16) 42 (20) 54 (22) 81 (27)
GSS 158 (3.8) 137 (4.0) 6 (2.9) 10 (4.1) 5 (1.7)
dCcJD 93 (2.2) 91 (2.7) 0 (0) 0 (0) 2(0.7)
FFI 4 (<0.1) 4 (0.1) 0 (0) 0 (0) 0 (0)
vCJD 1 (<0.1) 1 (<0.1) 0 (0) 0 (0) 0 (0)
other 17 (0.4) 14 (0.4) 1 (0.5) 0 (0) 2(0.7)

CID: zuA4>Y7xnA b - ¥a7yg sCID: MFH: CJD. gCJD : #{5tE CJD. GSS: ZAZ b=y + A bBEART— - &

¥ 4 v/ —J&. dCJD : WEEAERE 2 % CJD. FFI: SOEHEFREMAIRE. vCID : 2 EA CJD.

HEMPIESERIc LCcoEls (%) Th 5,
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(%3] LR oER & FAEFR O A GEAEFE R 2319994 LU DIER] 2 55T

2k sCJD gCJD GSS dCJD
N = 4.1441 N = 3,167* N = 726! N = 158! N = 931
el
L 1,777 (43) 1,370 (43) 289 (40) 78 (49) 40 (43)
% 2,367 (57) 1,797 (57) 437 (60) 80 (51) 53 (57)
T 71 (63, 77) 71 (64, 77) 75 (67, 81) 56 (48, 61) 61 (49, 69)

CID: zuA4Y7xnA b - ¥a7yg sCID: MF: CJD. gCJD : #{5tE CJD. GSS: ZAZ b=y + A bBART— - &
¥ 4 v 71—". dCJD : WEEAEE % H 3+ % CJD.
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(%4] TR oW DR

2 sCJD gCJD GSS dCJD
N = 4,037 N = 3,112 N = 718" N = 136! N =71t

W OHEFEEE
Tt 52451 458 (11) 329 (11) 87 (12) 11 (8.1) 31 (44)
EEL ] 3,092 (77) 2,322 (75) 621 (86) 123 (90) 26 (37)
&\ 487 (12) 461 (15) 10 (1.4) 2 (1.5) 14 (20)

CID:ZuA4v 7zt - ¥a7yK sCID : fiFt: CJD. ¢CJD :
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2009~ 2014 FEIHTHICHEED B o727 ) A
IRIEFNEO236B Td o 7=, =D H BIFEMCID
158081 (definite 17f3], probable 527, pos
sible 264f7) &Y . codon129D & (x5 % fif
HENT-HDIXT5H M/M 6241, M/V 114,
VIV 2f5) Toh o7, ATV A 91325061 (p
robable 20%1, possible 5%1) . Z® 5 HLEEERE
FEDBEED & 2 & O 38, 11X AK T TR AR
ThoTo, FMFEMREEEE L, YR, R
72 & LTI 1ot L C 3l STz, AE
BL, BRRIATAR AR EER (2 x6F L CARIN T AR
K Tz, Codonl29MiE s 1M 1345
Fhe S, M/M2fl, M/V 26 Cdr - 7=, Eintk
7V & 9136961 (definite 7f5]. probable 55
5], possible 7l) TH-o7=, ZDIHH, BLT
EEOMER I DIX5061H 0 . V180IL 274

(89%) . P102L 13%1 (19%) . A ¥ — =
> 34 (4%) . E200K 2#1(3%). M232R 24
(3%). P105L 2f1(3%). D178N-129M 1 fi (1.
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T, WA NEMOE E Lo T,
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Kaplan-Meler surviva estimates
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2. P2 ERK
L

H. SNRBFEEHE D R - B8R
1. BHErmE
L

2. RAHEER
L

3. Tt
L

60



JEA T BT B AR A e Al B (BRI BRI e 3E)
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H7p o7 (p<0.001), CAA BHHEANH I OFEF TRAELFAT 24T > 72 5NL 3 3 v~ 7= 11 Bl 7
Bl (63.6%) T, FAIOREH MEAL AR AT O 5 T - 72,

[E22] WEmE-CME TR 232 CAA BB IMEG] X, BRI R T
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W5, EBREMW) CITEER ) 2 R TE

(PrPse) CLRIBEICI A7+ — /L RLTZABZED
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i (3.0+4.15%) & A 52 CAARSHUN H e 5]

62

BHEDoTZ (p<0.001) . £/o, BB E 721X
AR I 22 1 T B 7 U 4 9 £ 7213 CAA
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#7,2021.5.19-22 (HiH - WEB)
FIAATIOEE, W10 %%, MRS 21, =R,
BVTEESY, ARG —, Vepkt, JRUERESD,
B R, KEESEE, (UHIE SESAEE
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WEHXKIZET 5 1999 4 4 A5 2021 4F 9 H OE T, BT B AR = o — v /T —E A
EEHDHE 30BN TV AN (FESE, I RIFMESE, BV SHEIN, ZOWNRIL, JFsM%
CJD 281 # (80.2%). E{&M: CID 67 4] (19.1%). M CIDGHERAE %) 2 % (0.6%) T
ST, ZBHEA CID IXFRE S NeroTe, —J, st CID @ PRNP & HiE s 1O %4 BRI EE
L. V1801 48 5] (71.6%), M232R 10 5] (14.9%), R HEMRE= = —1/3F—p.Aspl178fs
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Holz, 36HNIT ) A IFITEER & Sh, THITRE o7,
AHERBEW

U = 1 E - WXz 5 7Y Ao

e IR T A, BT S,

B. AR AiE

2019 4 9 A ~2021 A 4 AIZIWN - (him -
MEFEOT U A URWEE E L TH— 1T
VARG BAT o T2 JER 2 PRI FE DOZWHT O
THEH L=, @R OIEFIZ OV CTIXEM A
ATV, ZOMO R OIEFNZ OV TIES RO
LUEBIKBERELZIT o 72,

(REEm~DERE)

AT BT > TE, BERNE L ITFBEHF
FORBECHREEZELTLH L W EE, £12
EADBFFECTE /2L 5, [EA ClAEZEAZFLEH
L7z,

C. ARFER

TV F R E DN —_A T AP EEAT
WA L7ERNIE 103 il Th - 7=,

M7 oY7L b« Y7 (CID) ¥
ISHETEE 2 1], 1ZIERETEE] 23 B, VB 9 3]
7 34 T, MD%4W e B 10 f, P IR
1§, Rl 3 i, REAUR 3 f5i], K430 1 4,

BRI 5 H], FEVREIR 5 fl, M 2 I CThH o
7o

BT U A PRI oW Tt st CID17
Bl (V1801 28 Sffe 2 1 i), 1%
M232R £ 2 F 1 EEFEH 3 5], octapeptide
repeat insertion |FITMEFERF 1 F) TILAR 2

EHEFEB) 12 5,
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Bl tE b 4 1], REAUR 16, Koy 4 6, =
IR 3 ), FEVLEUR 141, IR 2 Bl Cch o7,
GSS9 ] (P102L 28 ST 545 9 ) Tt
ML 5 ), AR 3 4], BEIRER 1B TH-T-,
36 BTV A IRITEEN & &, 7 BT
o,
HEFTIHEM/DMHEME, TADA, KR
$MWXHW—ﬁ@%V\;F&Hzﬂ%K I
EVERZ,. R b RU 7, &L EMEA
EKIE, T A ~—, AL E—/
RBIERAE, 2 DR ETh o7z,

D. &R

2019 4 9 A5 2021 4E 4 Ao JuM - i -
M7 0y 7 OEF TITY—_A T RIERIE
3 103 filth, 60 B3V A 9 &Ik S U
M CIJD OENEN 56.7% (34 #]) . Eintt
CJD28.3% (17 #). GSS 2% 15.0% (9 fil) T
Hot-, BEMETY AR O¥ELL BN V180T
2R 53.6% (15 641). 35.7% (10 f5) 2% P102L
EH GSS ThoT-,

B CID 128 T octapeptide repeat 4 [H]
@%Aﬁﬁmﬁﬁfbtomﬁm LR A RE

& L SERAESE IR THAE L. m@Mﬁ&_L
ﬁbtoﬁﬁhml TIIZEME OEITIZRD D
HLOD, FECBEROIEHRRE S (DWI)
TOEAGFIX o T2, I U3 JE M R 3
@ (PSD) 1338, BEKATH b 14-3-3, #&
&? RT-QUIC WTh b BT no72 Y,

s RBAEFT RO T T ) A IR OB
I%T%D\Lb%&ﬁ®igﬁﬂrﬁéﬂko



TREEBI T, BRARERITRZ W AR 2 i 7 S 77,

GHE MRI DWI TREOERE S 2 L. Mg T
X PSD #3RD7RW, S U A X R EET
A TlEL Codon 129 MAF A=/ AF A=
Th 53N CID-MM2c 23540 A 5ERI 2N &
File, T F VRO AREEREWEEZZ LI
D05, 2 Wr O E T ELE YR B O BRI BLEE D3
BIRDHEEZE BN,

1) HEEEE, MRS , L EAR T, WA,
H EA, &g 7Y o EAERFOA4 7 &
NXTF R E— M4 EFFAZRDTZERES 2
AV TV kX aTEO 1L RS
61: 314-318, 2021

E. #5iR

JUM - a - WRRHLIXAC T B 7Y A IR D
P T RRIERE LT, A% bk
WZHREEIT O,

F. BEEIRIEER
L

G ARRE
1. SR
L

2.325HE
L

H. I Bt EE D HFE - &R
1. B¥ErmeE
L

2. ERHEREH
L

3. Dt
L
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A BT B R & (BRI BORIT 1)
Sy U
FREARAE © 7 ) A LR DY — o T2 2 &Y T\ BT % A4

TV A R EENOESBREICET 53T —>3 Y

WHIEo A - R e

TR R PR i3

JERB TR 2753 B

HREE

7’1»
—o

Mt aRftcaioeEL N,

& L7 MRI ORIl X - T, #eEE2k
iz,

EREBEE S TR 9RO BN & 2T
va v BT IR O W THRET 21T - 72, BIEFNZ DUV TERRE . MRI OJL# R % (DWI),
T OYEEAEREL(ADC)., Fluid-attenuated Inversion Recoverr(FLAIR)H{4 % & & CRMfi 21T -

R EMIL, YA L CoOmBET oM, 7Y A U RIcBE 4 5 5
. TV A IEICEDET DWEORME, Y AR OBRNETH o T,

FIEF DOFEMIZ L - T, M CID E2Z2WrsiLi=zd Do DIiEh,
M232R)NE E. 7 U A IR OGEER & L I EfE<C H CHURB M %
NHoT-, KarPir— g ORZENFIZONT,

LAEEDY —_ A TR ZBITAa LT — g UEFZE LT, DWLADC &t FLAIR %
\ZBE LI DAL RAR

IZOVWTHRET->TEY, AR LT —

AT LA B L 72 I

wiaPE CIJD(V180I, E200K,
Lzl b o

BHBRRICHFRET 2TV, EBZE~0f

THiRA2 G T 5 2 LRI

ATIEEM

AFEB N EBESTIZ TV 4 95 O B R &
PWHZHOWNWTIEEZIT-oTEY ., ARla Vs
— a3 Y EZITTEAIEFIZ OV TRFTEZITV, iR
BENR B ITHEBICHEBRET L, 2OF AL %Y
PEIZ DWW TR 21T > 72,

B. AR A&

FAIEFNZ DOV TRERTEH ., MRIOJEHGEFI D
WD), & T OYEEHRE(ADC), Fluid-attenuated
Inversion Recovery(FLAIR)E[{4 % & CalAfi &
1Tolze VP INT— a v ORFITHEV, [HIE
AR L CIRE L2, £ DORFHOAFHAEIZ DN
THRIFHRBINCRET 21T o7,

(R E ~DE )
5 % 5 o ERIRTE UL AN E CERNEL DI
EAL L TRl 21T > 72, AMTA~DEHROFFH H
LI T TR0,

C. ARFBR

WABMIL., 7V AR E L COmEEET RO %
M, T A RIS S BT LN L L 7 R
., 7V A IRICEDT DWEOFL, Y A
HROBRINETH - T,

FAEB ORI & » T %M CID &2l &
b ODE)», EaME CID(V1S0I, E200K,
M232R) & 4., VA UIROEELER & LT
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TR ERESC B CHURG R 2 S e b o
Nhole, KarV T —a rOREENFICS
WT, RIS LR R., 2% OMER
Wr~oF AR ERERIECEZEEZ LN,

D. &L

CIDDERIZWHIZ BTk, MM & BIPEIC
DT HHHREXRIFEE T, A ARG A et
TEhHEEZLNE, F7 U A rBEERIZON
TLHIREORBNBAHEE B 2 e, FETSV
IR EE 2 LITIER TOMEZWNT., BRTE
ﬁ;@ﬁﬁ%%l%ﬁﬁm#%w@\iwhhé
FED FTHREMERIN K D AIHEM S 2R3 5 Z & 3 A]
BETHH, 2EEHRE LA EEZ LN,

E. &%

PR T RIBITFA2 YT — 9 VE
%8 LT, DWLADCK O'FLAIRZH.[» & L7
MRIDFHIIC X - T, MEEZMICSE LR DA
REREREMFETE L T LRI N,

F. @EEERER
L

G. BIRFEE

1. SRR

1) Fukumoto T, Miyamoto R, Fujita K, Har
ada M, Izumi Y.Gait apraxia as a presen



ting sign of Gerstmann-Striussler-Schein
ker disease. Neurol Clin Neurosci.2021;9:
339-341

2. FERR

1) BEHEEFE], B SE, IRARBA, SRS, /R
B A nE—BS, RIS, FoiRMEE. =R
22535 A B AR - T 5 - B B & B L 7= 90
I a A7 )V b - ¥ a7 HEMM1+2CD
18], 25250 H APPRRYUIE TR 2 « TR
£:.2021.10.1-2 (WEB)

H. SIBOBAEME D HBE - 28R
1. 555r &
L

2. RAHEER
L

3. ZDith
L
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JEA T BT B AR A e Al B (BRI BRI e 3E)
SRR TE R
B © 7' ) A RO —_A T R L YT P B SRR AT SR

E FTUF URBEDOHERP DN AT —h—DFH

e« et

BT K B

BEtIER  PRIERE B

HREE

DIEDHI LT 5,

SEB, BT U A 9RIE 427 SEBI

Bl CID &2 sz,

[FA] & F 7V A IR DEEOMIET DONA I~ —I—DAIMEZWH ST T D 2 & 20

[5i£] 2011 4E 4 A 1 B2>5 2020 4E 8 H 31 H £ TO R KR YL Sy F-IENT 2R - EB) [
FYANEY T — g UFEREREICKIE S - BIEREUT 4153 JEFITH o 7=,

[FE 3R] BERAE I E S N2 TR 18-S 2 FE 7V A Uit — o T U ARBRIZT
Rt SILTIEFIER D T, 4153 JEFIHT T U A L NE1E 2030 JEG], VMY AR IE 1592
BEARET ) A U IRIT 11IERI CTh o7, TV A Ui
2123 JEBI TH 72, B N T U A UIRDOEBEITB T H2IMBEME TV A ImOBEIR T DA A~ —T
—(14-3-3 1 WB,14-3-3 55 1 WB £ « ELISA, 8 % 7 & 1, RT-QUIC 1) Tl 1%
79.3%,81.4%,80.1%,70.6% 75 1% 81.2%,80.4%,86.4%,97.6% CTd - 7=, RT-QUIC i£1%
100% Clx72 < | HEBPEIES]IE 25 Bl TH - 7=,

[£22] B30 5 QUIC IEOM TSV, PSD 23 HEL SN % et 12 QUIC ¥R =R
B 2D, XBUEE THERMEN 25 Bl - 72725, 1 HIEHHIC T CID &l Sh, ki 1

[Fiim] SO R DEMOER L BFRELZED D RT-QUIC IEOHRBENMLETH DL EEZ BT,
NBHELAN S ORE 7 ) A U EAOREEEZRBE T RETHDLI EEZOND,

A BFEE/

TVF T —_A TR T D e b T
RO EBE DRERT ONA A~ —T—DFE)
PEZHONCT 2 Z L AEOREO HRY &3
Do

B. AR A&

201144 H 1 "5 202048 431 HET
DRl RFIEGL 55 F- AT 7203 - B fEE U
v T — 3 R S VTR AU T
4153 JEFICTH - 7,

(REEA~DEE)

WFIEEREE - AAmfmE - ZaXIRICE b 5 2k
EITETHEHMRH 0 NIZBE D D58 - B
TR % D WFIE - BAR TR X SEBR A 1 S BFSE
DFTNTH, WEE~ORFBEOFHEZLEL
T 5, MEENOMHEINT-2FHA L /N—T

R SN2 B ERFEAZES(MHEFEELZAS.

By EHREE S, Mz DNA EREEDICE
WTHFERN R N EA S HL, WFJEBRET - A fm 2t -
LR RN RTE D 72 TEHEBAIZESTF LT 5
ZENHEGR S NIZO BT, ERERNOFFRIT S
LRI SN TWD, BFERMARIE, NIZE
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DO TIX A, B ERR A F O R L R
R 2 FEBR % 1 O WFJE TIEBEIN ED D
Reif . IFZEIRILE B R ICHRE T Z &1
o TWh, BREBIOERIZOWVWTI, B
A R A S8 =B 1k FEEREEX N 0 BSL2,BSL3
EBEAFIH L, WEEROIERL RT3 2%
HLTWs,

C. IRKER

1) BEERAEICEE S - TR 18- N 2 4
ETV A Y —_ A T U ARERIT TR S
NTIEFE O T, 4153 JEFIT T U 4 LRI
2030 JEB], IMFEMET VU A 91T 1592 JEH], &
EVET ) A 9T 42T SER], BEEMET Y 4 s
X 1LIERITH -T2, FETV A 9T 2123 SER]
THY ., TV F L IFOREFTITREBENE T A
oy T IV oA < —HERHEE, L B —/MARIER
FE, ATSEIEERGRENE, PEIEEE AL T -
oo B N VA UIROEBEITBITHMFEHETY
F IR OBER T DA F~—H—(14-3-3 X
WB,14-3-3 &2 4 WB % « ELISA 2 % V& A,
RT-QUIC %) CILEEIX 79.3%,81.4%,80.1%,
70.6% , FrFEE1381.2%,80.4%,86.4%,97.6% T
7=, RT-QUICHIZ100% TlE 72 < | HEAME



X266 T - 7=,
& 1) ) IBEBREOEICE T BN (--OREH
14-3-3 14-3-3
total tau RT-QUIC
protein protein
protein assay
WB ELISA
E 79.30% 81.40% 80.10% 70.60%
HERE 81.20% 80.40% 86.80% 97.60%

2) b U A IROEBEFICE T HIIEMET Y A
IR ORI DA A~ —H—(14-3-3FEAWB,
14-3-3F HELISA,# ¥ 7 & H,RT-QUICE) Ti
)£ 80.1%,81.7%,81.8%,79.4% CTdh - 7= (£2) ,

K2, LM MIRBEORERICE T SN MA-1-OfFH
14-3-3 14-3-3 Total
N RT-QUIC
HaEL protein protein tau
assay
WB ELISA protein

M 1,592 80.10% 81.70% 81.30% 79.40%
B 427 71.40% 74.00% 71.90% 38.40%
gk 11 90.90% 90.90% 72.70% 72.70%

3) b MU IROBEIZRBITHMFBEMET Y A

IR DBEIR R DA F~—H— BT D IIEH

17226 OE  (definite caseslcBIT D) ZRT
(#£3)

&3 MEH™ET)A U (definite cases [TH TS 158
Bl) 1 M AT—h—0 R E RAERFEAD & FERIRENE TOHEIM

14-3-3 14-3-3 Total
RT-QUIC
e protein protein tau
assay
WB ELISA protein
before the
2 100% 100% 100% 100%
onset
0-4 weeks 13 85.70% 100% 100% 79%
4-8 weeks 39 94.70% 94.70% 94.70% 97.40%
9-12 weeks 21 95.80% 95.80% 91.70% 79.20%
12-24 weeks 52 77.10% 82.90% 88.60% 82.90%
7-9 month 10 75.00% 81.30% 62.50% 50.00%
10-12
5 62.50% 62.50% 62.50% 50.00%
month
13-24
11 70.00% 70.00% 80.00% 60.00%
month
25-36
2 0% 50.00% 50.00% 50.00%
month
> 36 month 3 100% 100% 100% 67%
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4) RT-QUIC 1% 100% Tl 72 < | (ABEMERIX
15 ThHhoT-, (F4)

=4
QUICK(CH T BBt 2 SHEH
Primary epilepsy 4 JEMI
Symptomatic epilepsy due to CVA 2 HEf
Symptomatic epilepsy due to encephalitis 1 #E (]
FTLD-TDP-43 encephalopathy 2 HEH
Corticobasal syndrome 2 E
Steroid responsive encephalopathy 2 HEf)
NMDA encephalopathy 1 AER]
Progressive supranucleus palsy 1 AER]
Wilson's disease 1 AER]
Multiple System Atrophy 1 hEf
Neurosyphilis 1 ER]
Leukoencephalopathy 1 AE
Viral encephalitis 1 AER]
Dural arteriovenous fistula 1 AR
Encephalopathy due to unknown 1 AERH]

5) HIHZWIEEDIRE

MFEIOMY I IV - PIOATHOHREZEEIE
20214 Lancet Neurology EZ=E

A, HiEHldefinite
THEIEAR IR B (I Western blotiSeig ek THRIC BB T U A o aa
=R,

= I +1IMIAESZ DR FvDl

» I+ HIAEG2 DL LIV

- 1+ oI B2 okl b Sl 14-3-3
BEBEIT

-+ EEFTHERRABEREPS M S DV

B. |FIF = #probable
1. mRdeiTIT 0T,
0. BREEEREIN
a. =AVO—RZ
b. #ECEI (SR
c . BMARE & ) (RS RE TR
d. SEEtEmE
M. A T RNHE AL A EE(PSD)
V. MRIYEACSEFImRC T AR - BRI SRS MAlEE 3
V. Rl S (A eDEARE D ORT-QUICHK IC TERH U A & +iEt

C. kfuilpossible EEEOBM 13540202 DLLTF MMM 24F .

6) second generation QUIC~®DHkik

First generation QUIC & second generation
QUIC & TIIMRHURE I3\ CTMM1 T R
DFETZRNAS, MM2O#: HESE 13 First gener
ation QUICTIXVY, LA L 727 Hsecond gener
ation QUICIEIZIIT DIAGIEIZZ V., 4 UGS
SELMEEND D,

TUA T ROBERIRE DTEE

second generation RT-QUICEA TE AW
7
¥

second generatiofirst generation
(PQ-CSF)

(1Q-CSF)
A

CSFR | BE Ujﬂg“‘ ~ sos L1

rec-haPrP, rec-

first generation huPrP ar chimeric] BMG OMEGA, BMG

RT-QUICEE

10uk-1000 | EB | o hamster | M9 OpTIM, TECAN
Fré




TUAJRD first &second generation RT-QUICE

first generation RT-QUIC second generation RT-QUIC

time

+ first &second generation RT-QUICE TIZEFE I,
« BRATORFAHBE,

+ MERIZTTICABIENSET2E.

« BiTERtOREEESTIONBRNTIHEENSD

D. &L

BB 5 QUIC oIV 23, PSD
NHEL SN AT QUIC o/ RITE < 7
%o FT-BUEE THEBMED 25 Bl > 7-05, 141
ITHRIZC CID EfIlr 4, F=fEmH 1 4
CJD Lzl &z,

E. &im

S B2 DIEBIOZERE & R A 5 6D HRT-QUIC
EOBBENBVLETHD EE 2 BT, BRI
NH DR T A UERAOKRIIEEZRB T
ThbEEZLND,

F. @EEERER
L

1. X HRE®

1) Hamada Y, Deguchi K, Tachi K, Kita M, N
onaka W, Takata T, Kobara H, Touge T, Sa
toh K, Masaki T. Significance of cortical rib
boning as abiomarker in the prodromal phase
of sporadic Creutzfeldt-Jakob disease. Intern
Med. doi:10.2169/internalmedicine.2022; 8354
-21.

2) Satoh K. CSF biomarkers for prion diseases.
Neurochem Int. 155:105306, 2022

3) Sano K, Iwasaki Y, Yamashita Y, Irie K,
Hosokawa M, Satoh K, Mishima K. Tyros
ine 136 phosphorylation of a-synuclein ag
gregates in the Lewy body dementia brai
n: involvement of serine 129 phosphorylat
ion by casein kinase2. Acta Neuropathol
Commun. 2021; 9(1):182.

4) Nakagaki T, Nishida N, Satoh K. Develop
ment of a-Synuclein Real-Time Quaking-I
nducedConversion as a Diagnostic Method

for a-Synucleinopathies. Front Aging Ne
urosci. 2021; 13:703984. Dong TT, Akagi
A, Nonaka T, Nakagaki T, Mihara B, Ta
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kao M, Iwasaki Y, Nishida N, Satoh K. F
ormalin RT-QulC assay detects prion-seed
ing activity in formalin-fixed brain sampl
es from sporadic Creutzfeldt-Jakob diseas
e patients. Neurobiol. Dis. 2021; 159:1055
04.

5) Dong TT, Satoh K. The Latest Research
on RT-QulC Assays-A Literature Review.

Pathogens. 2021; 10(3):30.

6) Honda H, Mori S, Watanabe A, Sasagasa
ko N, Sadashima S, Déng T, Satoh K, Ni
shida N, Iwaki T. Abnormal prion protein

deposits with high seeding activities in t
he skeletal muscle, femoral nerve, and sc
alp of an autopsied case of sporadic Creu
tzfeldt-Jakob disease. Neuropathology. 202
1; 41(2):152-158.

7) Fujita H, Ogaki K, Shiina T, Onuma H,
Skuramoto H, Satoh K, Suzuki K. V180l genetic
Creutzfeldt-Jakob disease with cardiac
sympathetic nerve denervation masquerading as
Parkinson's disease: A case report. Medicine
(Baltimore). 2021; 100(2): €24294.

2. EZRRR

1) RPEE, EEEh . v N U AR OBRE
DBEWR T DA F~—F— M. F40[E] B A
PRAE S A E S, WEBA,2021.11.26-2
8 (RA&—)

2) VEEEvEHL: Y A 9 O MEHE R & IR BETR ~
— 7 —. H36n H REFIEMESYS. WEB, 2
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IR T AT E R A T R BB (AR BBORITTE )

AT s
Wi« 7 ) AR DY —_ A T R & YT I B D A
H—AR A T ADEBEGFEN

WHIEm A - AeAE

FALR AR AR

MREE

72 UI%, 233 Hil,
8993 BELIEZh B & fif T L7z,

2020 4510 A 1 H225 2021 4F 9 A 30 A £ THOIEFEIE, 313 Bl Th o7z,
ERHVIT 8 FITH Tz, AEID

B iR Z2 iz T E219K 1E& £ o

ATIEE®

CID —_( F o 2FEL LT, FTxix7V
T UEAOBMG T ZHEY LTS, Bin T
fENTIE, BIEEMET Y IR OBKIE T TR
< 7)j—/r@ﬁuu% 15 *ﬁﬁ%ﬁfik%tt
3 DRI B TRICHERT D Z LK
b?’)%hfb\é@f BRI YE CID &2
T HINIIELS THER B2V ERTH 5,

B. R Ak
AR REAT

B S AORMIME O A MEA S genome
DNA #fhiti L, PRNP fEIRZ IR L7=, 7'V &
VEHEML % PCR direct sequence 712 T
Brii, 28 L EFZRUNRFERIC~T 2 THRIE X
NWIIEBITIE, 7 —= 712 TEDT LVIZ
EERNFET D00 %RE LT,

(REE~ORE)
BHATRATIC B L C i
DI & BT > TV D,

. PB MR O fi P A

C. IR&ER
BB IC O W TILA TR R & 72 o 72,

TV A UEABLR AR L 233 i
129M/M, 219E/E 207 {3
129M/V, 219E/E 16 4]

129V/V, 219E/E 2 3]

129M/M, 219E/K 6 il

129M/M, 219K/K 1 4

24bp deletion 1

TV A UEABGTEREDHY 80 4
P102L 6 i

D178N 1 4

V1801 54 % (129M/V 1% 13 %)
E200K 8 fi(219E/K 1 f))
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V180I, M232R 1 #4
M232R
E200K, M232R

9 fi
1451

D. &2

%~N4?/2@EE%%WK%LT@
E219K E& 2R 035 CIJD 721 Th <,
V1801 W;E:%D M232R ZEH 2o T2 1R B RO
WER 2T/ < P102L & W) RERITIE
100% DAERTH O3 FIEICE < Z & 23
HENZR Y SoH D, L, SHO®HRETYH
1 JEFIH - 7= L 912, E200K D £ FIE ] T
E219K DAFEIR BT ITZI R A 220 & S SRS
BFohoob5, ZOFEFEZ, E219K OFJHEIH
IS A=A L EEZHH Z CEHERET
FERTHLHEEZD, BIZIE, 1 O2DRFEE LT
7V AU EAORFEIIZIX homodimer & 725
BN D ERET D L, E219K O~T 1 OJE
BITiE, FVEZIvBEnI v, T ATy —
EVTVEVWITITIRTF Yy —VIZEHoTEZS
A T UFREBIZ Lo THIRRIIZ heterodimer & 77
STLEW, BE(AHIET S &S AIREMET
H5, —F, E200K O EH T, E219K 2MFET
5&% ¥ 200K+219E-55 23~V v 7 X C D

ICAEET 5 Z & T homodimer &\ 9 JER

E}‘Zjb\ 219K & 219E O A AU FEHI2 L D
heterodimer 2% LIZMZ & homodimer k73 Al fE
ThdeWn) JTHMHIENED v
W5ﬁﬁﬁ%x%ﬂéo;@74+2%y %
MO T TAF ¥ —~DT 3 ) BEIL, B

RCENENTAFAET D V180T A 5| M232R 225'%\
P102L ERTIIRO T, ME—HRAIC
E196K R\ H 508, HEIT 7R a v 196
1IA~Y v 7 A CITIIFAE L2V D THOAETHR
AT EIIREETH D,

E. #&aR



E219K OIEHEZHT, MY 4 R 720
TR, BIsMET Y A4 95 T b 3IR P &h B
WBOLNDHIEFESZATH L0, DREOI—
A4 7 ADFER E200K £ BB L <, %k
N EB TN ERA LN E T2, THUE,
E219K OF RIS 2 ifi 32 L CRE T
B L bR THD,

F. @EEERIEHR
L

G. BIRFEx

1. BRCRE

1) Zhang W, Xiao X, Ding M, Yuan J, Foutz
A, Moudjou M, Kitamoto T, Langeveld
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PMID: 33922765 Free PMC article.
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2021 Jul 12. PMID : 34253850.

3) Matsuzono K, Kim Y, Honda H, Anan Y,
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H SRR R o T2 X R O i RIS & 72 13RI #2 A (central sagittal sporadic epileptiform
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* MM1/d7#58 sCID BHIFIENS 1-2 » A4,
MM2 BB sCID BEIZZSIED D 12 » H 5 DM

T xn—7 v 7 TIE, LPDsHETIE3/BHIT, C
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MM 1/ & # A s CIDHEEEF] D iz = DLPDs, C
SSEDs D HHBIRHI X Z N E N F¥1.677 A, F
¥%)1.6047 H CThotz, F-WAIIm6SE o HELILP
SWCsD 3.0 A kv B ThH v | K LD
IA 7 v—XAHBL (F41.637 A) LRI FRIEE
Thol= (K1) .



1 MM1/d#78 sCIDEED MR D Zesi ¥ &
O A7 o —X A A

O PSWCs WEHM (£ 3.00A)
01 LPDs B (T 1.67HA)

b

g0 — ~ CSSEDs HMHEM (214 1.60:08)
bl o SHOD—XRMHAM Y 1637 7)
21 CSSEDs PLEDs PSWCs
154 AR . IS S SO
o (] LT m |5

-
5
o] o
id
Al 3 = & - iy
|*| £l ]
RIE 1 2 3 4 5 6 7
5

WHORZ W K HEZ % & MM1/5 A s CID#:
®probable sCIDDOZWrE TOHMIX3, H TH
-7z, —J7. CSSEDs# L O*'LPDs % PSWCs & [F]
FIIR - TG G, 2 E CoMIMIL, 1.887 A &
pfE0.016 CH EIZHEM Sz (F£3)

#3 WHOZ ML HEZ /- MM 1/47 8% CIJDRE

D2 E T O HIH

CSSEDs, PDst ARME =
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Clinical features of sporadic
Creutzfeldt-Jakob disease

Laboratory and MRI findings of
sporadic Creutzfeldt-Jakob disease

Age at onset =80 <80 __pValue %gza‘ onset 280 <80 p Value
Patients 236 1567 Positive PSWCs (%) 91.1 91.7 NS
Male/Female 98/138 686/881 NS CSF
Pathologically confirmed cases (%) 34 (14.4) 269 (17.2) NS5 Positive 14-3-3 protein (%) 89,2 82.2 0.015
Age at onset, y, mean + SD (range) 83.1 + 2,8(80-91) 67.3 + 8.2(30-79) <0.0001 Pmi“wfa;nmteini;ﬂ 94.7 279 0.008

. . \ Cut off 1200 pg/mL

. Lk .

Disease duration, m, mean £ 5D (range) 4.4 + 4.6 (0-24) 6.2 + 9.8(0-168)  <0.0001 Positive RT-QUIC (%) %55 227 3
Symptom occurrence (%) MRI

Myoclonus 87.9 852 NS rlvperimen[s)i‘v't\i:lrs;n T2WI, FLAIR 95.1 96.6 NS

Dementia 99.6 99.2 NS images; or DW (%)

. PrP genotyping

Cerebellar signs 47.3 61.7 <0.0001 Codon 129 polymorphism MM 225 MM 1475 NS

Pyramidal signs 64.2 63.0 NS My 7 MV 47

Extrapyramidal signs 52.2 57.5 NS wo w8

Visual disturbance 52.3 53.5 NS Codon 219 pol ni e 228 BET =

Psychiatric symptoms 64.9 65.0 NS oron 210 poymorohsm o 2 X 5

Akinetic mutism 85.0 81.7 NS KK O KK 1

Age-specific incidence rate of
sporadic Creutzfeldt-Jakob disease

The distribution of subtype of
sporadic Creutzfeldt-Jakob disease

3 -
c - ,
o Age at onset =80 <80 p Value
e 25 A4
E Subtype, no. (%)
> S 2 MM1 24 (80) 140(64.2) 0.054
(]
§ ) MM1+2 3(10) 44 (20.2)
8 S L5 1 MM2C 2(6.7) 8(3.7)
S T MM2T 0 7(3.2)
= |
% a3 MV1 1(3.3) 0
o
£a . MV2 0 10 (4.6)
V2 0 2(0.9)
0 Others 0 7(3.2)
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Age at onset
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LPDs#£ TlX3/3%.

TPSDAHIRLT=,

fi#
1. MM1/ B B sCUDBERIE I D I s £ DLPDs, CSSEDsD HIRFFEAZFNEF
SE#1.677 A . F191.607 B ThHoT=. =R A EINE O I IZPSWCs D F 1
304 ALYREATHY . BBER EDIA IO —XRAHIR (FEH1.634 B) EFIXREEE
TH-oT=o

2. WHORZZBR R ZEXRALVDE. MMT/TH B B sCUDEEDprobable sCUDDEZERE
TOHIE X35 B THhHho1-. — . CSSEDsHB LU LPDsEPSWCs¢ B ZIZ
Ho-15E . ZEETOEARIN 1.884A(p = 0.016) TEEIZEfaSNT-,
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BSHBEETVFURED Y —RASVRERETFHICBETHREARHEHATR AR

AFRIZFH+5GSS-P102L D R R & r R 5t
(HeER)
MR EE: ERERELAY MHLZ

@® =1 person

‘ = 10 people

1. GSS-P102LAY, §H3BAERSh . ChidChETTRRDER K THS.
2. EH)RAEFH/55.3% . RIEEZH T 5TNE(X90.6% (=D (Xo7=,
3. HRAERILT75.6%9D /MK THY ., B D 14.6%%F K=< EE-T=,

4 MRIOEEBE2ETHHE. KEDPSDEZETARITBLLGLELLELT
RTCETOHBAERICEN T,
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SHSEETVALBEDY—RASUREBRTHICET SRAEARUARRS
HHREOY—RASUADBRELEDHE

RHOEE EIRFM ARERMELV I —miREEAR EEXE

R [EURN - AR EHED] (1999-2021)

500 N=18982
COMPE Y ase

as0

400

I I ] I
o )
'ﬁ,ga f\qa
(:. () ()
() £ £ () £
K .f')(’ .bc@ tﬁ’ P o S o

Y—RAZUAES

TUA mEBEEORERE

LK, ABEENEBRICROTETLANEINEWSITETIREURBFIZIR A TUL=A EED
Y—RASVRZEDBEBMNENENRTHEIEN OGN ENDL, FERTHEARTL
TLANEVWVSIBRATIREGAER IZHAGE LT, 2015F LIR D FIEEH| TELDIREUGREE
ZINREIN-(EEDRABEFDEFBASTNSILITER)  BRZEOTIA U ROEERE
DEREERT HOIZ TREWRHER FEFORENBDETH S,

"‘IHﬁiFE] BOBRRELT, FEMBRZEVE) BRATGELGREDEZ—b, —R(FXF
SREEMEICKDEREIR, BRFREDOHN. BRELEFHEDFRIILDFELGEN
EET&%
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SHBEETUAUBDOY —RASURAEBEFHIcET 3 REH TR R
M) -5 - LRI RICEBFHTVA IR
H—RA5 XA 2021
MESIEE HEMI RKEREREZAEE #EARE - XNEPEE HPES

sy 22EF—AL SRR
ZHE (g - B - LRLR)

EHEI\%& . 7915“
(BEH - 951)

ERk

1. 2021FERERIX 79 LIEFIBHNE X 1= (20204 : 4245]) A%, OOF1@T
REHIEBEL-=OTHY . TV HREOREMNBIZEML TIILVEELY,

2. FVAEIL6THIT., MAEIECIDH40H. BEIRET A FEH 24451,
BiEcdDh 1o =,

3. LTI, E200KERZE T HREMECIDMN B LMERAEELIVTLVS,
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BUMIFETVA MO —RL 5 VR EBRFMICHT SHAEWMREMRAMR

BEBE ORI HEHREEET T RE
£ ERERT SO/ E7 LR F— R R M Bl D4 5

MAESBE RRAXFRAEAR EBEO &

Table 1. Distribution of the countries where the Table 2. Comparison of the patients with cerebral amyloid angiopathy-related
patients with cerebral amyloid angiopathy-related cerebral hemorrhage and Creutzfeldt-Jakob disease with histories of

cerebral hemorrhage and Creutzfeldt-Jakob disease neurosurgery and dura mater graft.
with histories of neurosurgery or dura mater graft were

reported. N 24 114
Country CAA-CH C_]D p Sex, female 5 (20.8%) 50 (44.6%) 0.039
(6)
Japan 4(16.7%) 69 (60.5%) Age at the
UK 7 (29.2%) 9 (7.9%) Gl 37.46 + 7.18 (27- 39.79 £ 11.38 0.236
diseases (y) 51) (15-68) ’
Germany 2 (8.3%) 6 (5.3%)
Spain 0(0%)  7(6.1%) Age at the _ _
P ‘ 4 Y TS 2.95+4.13 (0 28.14 £13.07 (- _ o,
Belgium 4(16.7%) 1 (0.9%) ) 17) 67)
Austria 1(4.2%) 4 (3.5%) Incubation 34.50 = 5.60 (25- 11.56 £ 7.21 (1- < 0.00]
period (y) 49) 30) ’
Italy 2 (8.3%) 2 (1.8%) . .
CAA-CH: cerebral amyloid angiopathy-related cerebral hemorrhage, CJD:
France 2 (8.3%) 1 (0.9%) < Creutzfeldt-Jakob disease, N: number, y: years
0.001 Table 3. Comparison of medical conditions leading to neurosurgeries or dura mater
Australia 0 (0%) 3 (2.6%) grafts between the patients with cerebral amyloid angiopathy-related cerebral
Switzerland 0 (0%) 2 (1.8%) Zre;?t?rrhage and Creutzfeldt-Jakob disease with histories of neurosurgery or dura mater
Netherland 0 (0%) 2 (1.8%) .l cAAcH | oD | p |
Portugal 1 (4.2 0 (0% LEDIEA 3 (125% 51 (45.1%)
el 10 pos 135428 2017.7%)
Croatia 0 (0%) 1 (0.9%) 0 (0%) 12 (10.6%)
New o o disease
Zeeland 0% 1(0.9% Arnold—Chiarf 1 (4.3%) 9 (8.0%) )
Korea 0 (0%) 1 (0.9%) malfc|>rmation A
: Facia 0 (0%) 8 (7.1%) ’
0 0
South Africa 0 (0%) 1 (0.9%) spasm/trigeminal
Slovenia 1(4.2%) 0 (0%) neuralgia
CAA-CH: cerebral amyloid angiopathy-related 4 (16.7%) 1 (0.9%)

cerebral hemorrhage, CJD: Creutzfeldt-Jakob disease, m_ 3 (12.5%) 12 (10.6%)

UK: the United Kingd
¢ wnited Rmgdom CAA-CH: cerebral amyloid angiopathy-related hemorrhage, CJD: Creutzfeldt-Jakob
disease

1. BEBECHABEREEET ST URIEARICSTONEE0%EEZ 518, BIRHIE

PR EF T EZE B T HCAARERN H M AEF] XK E (29.2%) . BA(16.7%) . NJLF—
(16.7%) EZDEF DA MICHERRBEERDT=,

2. TFEEBECKNRFHELZE T HCAAREMR L MAF (F, BEBECRNRFHEEZFTT S
TVFURELLBRLT, BIEBB ORI FHEZ T -Fins &< BRAMLS R, 1=,

3. MEREFAECMSNELF WL H I BOMM H ML IR ECRA R FHEEETS
TVAURELBRL T, BIRBHE LR R F M ORREL TEEIMEDHEEA T, o1,
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DHMBEETIA VRO Y—RASVREREFHICETLAERARMEARRR

EFH29FAANLCTTAE2AETOEM. IEE. =ZED
SRIZHBITATIVA VR —RASUOREER
MENEE: SHNERKFHENTE BE =

AESHHE 196/ SREFH 134PIRER
| ‘J %

= REEL w sCID = gCID = 7 A > imLLSL

sCID 86(IMER  SCIDFLIFEESR : 69.7 (£11.15)%% sCID i

 FEEH] W (3 (TEEEG 0 40 49 50 59 60-69 70-79 80 89 90-99 . i

o »

w

gCID 18fINER V180IZE FHIFEAEFin : V180IZE 154IMt=

: 79.54(6.27 )%
6
5

3 ’
3
2
- 1R
0

= V180! = M232R = E200K = P105L 51~60 61~70 71~80 81~90 m BtE wgiE

1. B 196G DRAEEKELHY ., CD55 ., RHAFRELICEWLTHREL-DIX13441,
AIERIZE. sCJD 8645, gCJD 1865, FUA B LA DIEEHI 30 TdHo71=.

2. sCJD 8647 (=180, (EIXFEEMHA7H]., FEL\FI2161) D FE ) RAEF#(X69.78 T\
B (3B 143941 (45.3%) . ZxtE4741(54.7%) TH 1=,

3. gCJD 1845llLV180I1ZEE 15, M232RZEE 15|, E200KZE R 145], GSS(P105LZER) 1451,
V180IZE R FEHI LT RIEERT9.5 (£6.27) THEE3MB., X126 TH-oT=,
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SHIBEETA VRO —_R(SUREBLFHICET IRERERHERE
WM& IOV IIZBITETIVARY— RIS AKIR

MRS IEE  KIRKXZRFPREEFRAER LAFH

2015F LI DERT OV 2IZE TS
TIVF U mY— R0 AR (HRFEKR)
& BRI IR (RHa60k)

250

200

150
100
50 39
16
0 |

FHE  EER O ML HE
2015 ELIEDEETOVIIZEITHS
TVFFE T —RAS KR (AEEH)

BEFEAT—AAIIAOEE (2214#)

MIEtECID EIEECID FEM HEHTH

2015 ELIEDRE TV IIZHEITS
T IBY—RAS AR GAEFEH)
ERRBEEREFAIR (2214)

I I 13
- B
EE wE

P =R M3l EE

2015FEELIEDERITOVIIZHEITS
TV R —RASOAKR GAEEFH)
BEHECIODOEZHAR

p102L M 2
M232R [ 4
E200K [N 3

V180! [ 1 5

1%]1£v1801 £ M232R @2 double mutation T# < 7=,

fiz

%II;

AR TOVITIR4690 D DREEKELHY ., SEELE
ERFRBYUEMAEZECTEESRADEEITEITOT-
fBR. 2021FIARFTOR R T221HMhoAEFERDME

§b§?§f FD *LT: o




[HIEETIVF VRO —RAL SR EREFHICEHT SRAEARERATER
FEmNE#BRICHTFETIF /Y —RITUR
RAEE: BILAZRARNE LT
FRBHE: BILKERHENE RARE
FEBNE: BLRERAENE BAKE

TUF U HRBEOREMNSE (1999.4 ~2020. 9, n=340)

EBPECID 3% =6

P105L-GSS
2.0%

PN HECID
80%
n=290
n=364
20135510 ~20215E9 A @
0% MM L3I KB (n=142)
L5 304 (+1) E 541 (+1)
L 27450 (+5) EE 104 (+1)
sCJD Blem amee B 78101
S1E 54 ZHE 1845 (+3)
L& oBl+)  |BIE 4Bl(+2)
a4l (+1) =51 145 (+1)
gCJD (V180D | 201 [ EE 1 (+1)
B8 145
gcop M232R) | 781 |m o

BIGHECD 606D 558 (1999 4 ~ 2021.9)
P102L-GSS DI78N

E200k 6 0% 1. 5%

D178N-FFI g0y MACDT = s

1.5%

V2031
1.0%
others

3.5%

n= 12§+21

£ [EF19 (2009)
FEMEE (n=68)
20194108 ~202159R D
T F iR DR E M (R 5]
hEA 7o = it 77
LB R4 EER1H  ZEE3H
sCJD 1661 5 LU SR 5451 = R 14
SR 445 FNIR15
LSR5 ZRE 20
vigol 5l
5] L1 R 1451 = R 141
M232R 26  [EILR 24
P102L 145 B R 14

fig

sgﬂg

1. 2020510 A M 52021 FI A D1EMIZHREL -2 IEFL306I TH 1=, SBIMFECID1641, FEIRECIDSH,
EEIEH DB TH 1=, BIEHETVA U HRELTERE LI=FEHIE V180154, M232R2451, P102L165I TdH>T=,
EEEHIL., MEMEHEXR 1B, 7ILa—)LHERANE 16, BXKEELN15], SCA1714, FEEZIEIRFETIMN

BALMZBEEWESI N 261 TH o=,

2AFERETANEHR|/EENEL T, SHENSVISOHEG DEEAHoT=,

3 BRUVEMARERAC, SMRERREY ISV RAEER

[CIEFEICIREL. FEEMROT AR

DEFIEE LEBITH—ARAFURRERDFHICHESLTOELNEEZ TS,
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DHMBEETVE RO Y—ARAFUREBREFHICET SRAEARMEARER

A -l A - @R DO TIF IR —RASRKR

MRS BE  AMKFRE WTHt

Ry 1 TRISERE (2019-2021)

sCJD gCJD GSS BE - Z0fth

2

10 4 5 21

1 3 5

3

3 1

1 4

5 3 6

5 1 1 10

2 2 1

34 17 9 43

MEEEEBEFITIAfEDOLEE BIEETVAVEOECTFEE

M

51604l

R
‘E-g

20195E9 AMD2021FE4AFETIZAM - ILA - @R D 103H [ DLNTH—RALFY
XEﬁOT:o

MEHECIDIE 34, BEETIAVREIZOWTITEEECIDI 74

(V1801Z 5813/, M232RZE R 3jll, octapeptide repeat insertion1f5l) ., GSS 941
(P102LZ294) THo1-,

ZEHRBOICIIERERNICEIMEELZ RS . DVMITHENEESE
RHBEIMM2cRALTEEZONBEFNEENT-,
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SMIEET U VROF—RA S VR EBETHICHT SBEARHARRE
TNA R —RASVATRE LA RERE O

MEHBNE -MBELRF BERZ

: cJ CDJB‘—/\‘SJZ 4000511C &5 17 S Btz R DA% S
enetic B
P S DIEARSE

M232R -
pe 12%
E200K [

nnnnn

PP

H

PSDH: IE4EE 7 PSD () #F PSD (
sporadic CJD (70%, 1637f1)
genetic CJD (24%, 441¢) [y
dural CJD (61% 23¢))
non CUD (11%, 94761) [y
total CJD+ non CJD (45% 3048%) s

1. WEHIE - Total CID(2101)= sCID(1637)+9CID(441)+dCID(23)
nonCJD(947)
2. PSDSERE :  sCJID(70%) =dCID(61%)>9CID(24%)>nonCID(11%)
E200K(74%) = M232R(70%)>P102L(11%)>V1801(4%)
3. PSDEZTEEECILPSDIEME LV BERICRRIZESESNIKBEEE
HEZOWMAICHSNDIEELRED o1,
4, RT - QUIC. 14-3-3. #5OEBDEGMEZRIL. PSDIEHEEEN
PSDEEMEF =B RICERE > =,
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