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®1. BEOU-EREDLH

BEHK R (BE. AOBEHKD "
5 T H il = it
HIRE -1995 7C 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7( 0) 24( 1) 31( 1)
1998 23( 1) 4( 2) 57( 2)
1999 32( 2) 54( 3) 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) 17( 3) 70 72 142
2004 58( 4) 711(C 3) 129( 4 ) 68 97 165
2005 73( 5) 86( 4) 159 ( 4 ) 72 83 155
2006 58( 4) 109( 5) 167( 5 ) 70 103 173
2007 77(C 5) 89( 4) 166 ( 5 ) 70 97 167
2008 73(C 5) 9( 5) 172( 5 ) 96 107 203
2009 94( 6) 119( 6 ) 213( 6 ) 79 87 166
2010 98( 6) 136 ( 7)) 234 ( 6 ) 93 125 218
2011 111 7) 144( 7)) 255 ( 7)) 107 112 219
2012 108( 7)) 146 ( 7)) 254 (7)) 99 142 241
2013 127( 8) 158 ( 8) 285( 8) 116 136 252
2014 123( 8) 162( 8) 285( 8) 115 130 245
2015 112( 7)) 139( 7)) 251 ( 7)) 120 143 263
2016 82( 5) 101 ( 5) 183( 5 ) 115 144 259
2017 68( 4) 66( 3) 134 ( 4) 127 165 292
2018 32( 2) 64( 3) %( 3)
2019 3( 0) 7C 0) 10( 0)
&+ 3 4 7
it 1569 ( 100, 43) 2070 ( 100, 57 ) 3639 ( 100, 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
) FEIMAIE% (RIS EADBEFRTEETIE100%IZHSHE N ELH D)
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%2 BEQFHARBEDNH

8 (&)
-39 40-49 50-59 60-69
JN=X AB JN=|
BEH BEH (FA BEEY  BEH (FA) BEE  BEH (FA BRE
RIRE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 23
2000 4 7 16,552 0.4 23 19,089 12 26 14,803 18
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 0.3 15 18,806 08 40 15,921 25
2005 4 6 15,619 0.4 26 18,968 14 49 15,950 3.1
2006 2 1 15419 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 2.3
2008 3 7 15,908 0.4 14 17,495 08 51 16,901 30
2009 3 7 16,127 0.4 29 16,712 1.7 60 17,698 34
2010 4 6 16,617 0.4 27 16,264 1.7 69 18,285 38
2011 0 5 16,992 0.3 34 15,793 2.2 66 18,392 36
2012 0 6 17,400 0.3 26 15,469 1.7 72 18,349 39
2013 0 5 17,794 0.3 22 15,295 14 80 18,262 44
2014 2 7 17,943 0.4 30 15,268 20 79 18,027 44
2015 1 3 18,306 0.2 19 15,429 12 68 18,200 3.7
2016 3 8 18,678 0.4 7 15,244 05 37 18,318 20
2017 0 3 18,579 0.2 16 15,533 1.0 32 17,605 1.8
2018 0 0 11 30
2019 0 0 2 2
£ 45 95 280,438 0.3 428 298,075 1.3 1002 283,376 3.1
Fi(®)
70-79 80— = )
JN=| JN=| AB
BEH (FA) BEEX BEE  (FA BEE  BE®  (FA BERE
RIHE 1999 22 9,629 2.3 5 4,559 1.1 86 125432 0.7
2000 31 10,030 3.1 13 4,840 2.7 104 125613 0.8
2001 41 10,454 3.9 7 5,085 14 116 125908 0.9
2002 32 10,847 3.0 7 5,353 1.3 97 126,008 0.8
2003 42 11,219 37 7 5,631 12 117 126,139 0.9
2004 48 11,526 4.2 18 5,949 30 129 126,176 1.0
2005 63 11,896 5.3 11 6,335 17 159 126,205 13
2006 55 12,179 45 19 6,728 28 167 126,154 1.3
2007 70 12,438 5.6 32 7,112 45 166 126,085 1.3
2008 68 12,612 5.4 29 7,486 39 172 125947 14
2009 80 12,670 6.3 34 7,869 43 213 125820 1.7
2010 85 12,960 6.6 42 8,177 5.1 234 126,382 1.9
2011 102 13,273 7.7 47 8,540 55 255 126,180 2.0
2012 98 13,595 7.2 52 8,914 58 254 125957 20
2013 120 13,840 8.7 58 9,275 6.3 285 125704 23
2014 111 14,137 7.9 56 9,622 58 285 125431 23
2015 103 14,081 73 57 9,943 5.7 251 129,319 1.9
2016 74 13,873 5.3 54 10,356 5.2 183 125,020 15
2017 42 14,423 2.9 41 10,716 38 134 124,648 1.1
2018 38 17 96
2019 3 3 10
549 1325 207,386 5.6 606 121,418 42 3503 1889709 1.4

1) AOBEHEHTHFELTERLTWLS AR

2) AR10075 Axt &R

3) AOBLURBEZE(L1999~2016%F (201 7FE LI IERBENZLEHRINB=0)

REEHALHGH DHELRT LT,

RERERTADEL 24 Q010FRIER. 2001 FREH) HNEFMICFEELTLS
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3. 'I‘E-Eﬁ%%u)u:lw:tg%%%i

s AA108 Axt
AO108 A%t AO10B AR SEHOMEL
BEH A0 BEHAN) EEH A0 BEHAN) (B %)
F# (%) (AN) (FA) (a) (AN) (FA) (b) (a/b)
-39 26 21,206 0.123 28 24470 0.114 1.07
40-49 46 9,269 0.496 65 9,126 0.712 0.70
50-59 197 7,698 2.559 265 7,748 3.420 0.75
60-69 486 8,811 5.516 559 9,288 6.019 0.92
70-79 583 6,370 9.152 766 7,603 10.075 0.91
80— 227 3,4_56 6.568 382 6,393 5.975 1.10
E)AOIZ20155 OEBFAERR
RIEROERTFENSABY . BERAEDTHS.
x4 BEOM-REREH D HRER]
BT AU
TSR K]
MM FER  EOHD BintE RED
2EE cJD " cJD CJD cJD ? GSS FFI Qi ¥ cJuD ?
%
B 1569 ( 43 ) 1211 ( 43 ) 1 39 ( 43 ) 239 ( 40 ) 69 ( 48 ) 3 7
= 2070 ( 57 ) 1578 ( 57 ) 52 ( 57 ) 354 ( 60 ) 75( 52 ) 1 1 9
F§ (5)
10-19 4 2( 2) 2( 0)
20-29 11 0) 1(C0) 5( 5) 2( 0) 3( 2)
30-39 39( 1) 14( 1) 9(10) 3( 1) 13(C 9)
40-49 1M1 (¢ 3) 64( 2) 1 7( 8) 15( 3) 20( 14 ) 1 1 2
50-59 462 (13 ) 329(12) 20( 22 ) 49( 8) 60 ( 42 ) 2 2
60-69  1045( 29 ) 854 ( 31 ) 26 ( 29 ) 120 ( 20 ) 40 ( 28 ) 1 4
70-79 1349 (37 ) 1095 ( 39 ) 20( 22 ) 221 ( 37 ) 7( 5) 6
80-89 575( 16 ) 409 ( 15 ) 2( 2) 162 ( 27 ) 2
90-99 33 16( 1) 17( 3)
100~ 1
b NG| 9 6 2 1
Hi 3639 (100) 2789 ( 100) 1 91 ( 100) 593 ( 100) 144 (100) 4 1 16
3639 (100) 2789 ( 77 ) 1 91( 3) 593( 16 ) 144 ( 4) 4 1 16
T (5%) 69.3 69.7 57.7 72.8 544 545
EAEE(E) 110 98 16.2 11.6 105 6.4
BEE(E) 106 106 81 93 75 61
BED () 15 22 15 15 22 46

FEN TV EABGFORRET>TVVEWNMIZESD.
Q) T)A U EHBIEFOERZIEHEND, CIDOREENHIHEET.
3)BIEMTIFUFEGEALZEH)
4)ERBIEREZAED, BEXT BIREL) ICKYENEREL, VA ERAEGFRED, REBRZAETLRELNHS.
FBIMAIL% (RERADBEBZETAEX100%IZHLNEEHD)
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#&5. FRIEIERFQHRBARE

M B
£EE cJD " CJD ? GSS
7@
HITH (RERETE) 271 ( 72 ) 220 ( 79 ) 48 ( 60 ) 1( 8)
HEITHE RRHRETR) 97 ( 26 ) 57( 20 ) 30( 38 ) 10( 83 )
EITHETEH AL 6( 2) 3C 1) 2( 3) 1( 8)
WHOR % (2 K BJEIK
SAHYO—XR 247 ( 66 ) 218 ( 78 ) 24 ( 30 ) 3( 25)
AT ER AN 370 ( 99 ) 278 (99 ) 82 (103 ) 7( 58 )
NI K 160 ( 43 ) 126 (45 ) 24 (30 ) 10( 83 )
SRR 180 ( 48 ) 151 ( 54 ) 23 ( 29 ) 5( 42 )
SR BRI 146 39 ) 125( 45) 19( 24) 0
EREES 171 ( 46 ) 144 (51 ) 24 ( 30 ) 2( 17)
REEE 33( 9) 27( 10 ) 1C 1) 5( 42 )
B[EES 135 ( 36 ) 119 ( 43 ) 15( 19 ) 1( 8)
& ARAE IR 189 ( 51 ) 154 (55 ) 31( 39 ) 4( 33)
mEMES 208 ( 56 ) 181 ( 65 ) 22 ( 28 ) 2( 17)
Z DD FER
R - HITIEE 293 ( 78 ) 227 ( 81 ) 52 ( 65 ) 11( 92)
BEES 136 ( 36 ) 106 (38 ) 20( 25 ) 9( 75)
BT ES 145 ( 39 ) 123 ( 44 ) 19( 24) 1( 8)
Ebt-BREREE 71( 19 ) 51( 18 ) 14( 18 ) 4( 33)
TADAREE 26( 7)) 22( 8) 4( 5) 0
ADL
I EEN 239 ( 64 ) 181 ( 65 ) 47 ( 59 ) 8( 67 )
H1T 259 ( 69 ) 196 (70 ) 50 ( 63 ) 10( 83 )
BETHE 176 ( 47 ) 156 (56 ) 18( 23 )
AIMER2ERA 1( 0) 1( 0)
KEYIE 2( 1) 2( 1)
£t 374 ( 100 ) 280 ( 100 ) 80 (100 ) 12 (100 )

F1)TIVAVEABRGFOREETOTCLVELMIZED.
2) AV EREGFDEEFZDLLD, CIDOREENHAHEET.
FIMANIE%
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*6. REMRDHIREE

M Bt
£EE cJD ¥ CJD ? GSS
i - PSD ($HY) 72 ( 56 ) 68 ( 71 ) 3( 11) 1( 20 )
b B EFHOBRIKIE (HY) 44 ( 34 ) 28( 29 ) 16 ( 59 ) 0
MRI: KiNEBEDEIES 17( 91) 91 ( 95 ) 24 ( 89 ) 2( 40 )
MRI: EERDSES 49 ( 38 ) 43 ( 45 ) 6( 22) 0
MRI:fENEES 14( 11) 13( 14) 1( 4) 0
£t 129 (100 ) 96 (100 ) 27 (100 ) 5(100 )

FENTIAVEABGFOREBEFTOTVEWNMIZED.
2)T)AVEBEBEFNLEEEZRHELN, CIDOREENHZH1Z2ET.
FIMAIL%

x®7. TVAERBGEFEEDLH

JUVF &R e U EiniE

BEFEE JUr EEE  CJD GSS FFI
102(Pro/Leu) 123( 17 ) 123 ( 89 )

105(Pro/Leu) 15 2) 15(C 11 )

178(Asp/Asn) 6 ( 1) 2( 0) 4 ( 100 )
180(Val/lle) 373 ( 52 ) 3713( 64)

196(Glu/Lys) 1( 0) 1( 0)

200(Glu/Lys) 95 ( 13 ) 95 ( 16 )

203(Val/lIle) 3( 0) 3(C 1)

208(Arg/His) 1( 0) 1( 0)

210(Val/lIle) 1C 0) 1( 0)

232(Met/Arg) 91 ( 13 ) 91 ( 16 )

180+232 4 ( 1) 4 ( 1)

insersion 100 1) 100 2)

REA 0

it 723 ( 100 ) 581 ( 100 ) 138 ( 100 ) 4 ( 100 )

FBINIX% (S HEADBERTEETL100%IZH5HENELH D)
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#8. V)AL ERE{EFcodon 129, codon 219D D F

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys 5t
Met/Met 2305 ( 92 ) 25 ( 100 ) 3(100 ) 2333( 92 )
Met/Val 194( 8) 194( 8)
&gE  Val/Val 10( 0) 10( 0)
Bt 2509 (100 ) 25 ( 100) 3( 100) 2537 ( 100)
&t 2509 (99 ) 25( 1) 3( 0) 2537( 100)
Met/Met 1963 (96 ) 9( 100 ) 1972 (96 )
MELTOA et/ val 75( 4) 75( 4)
JILIVE N al/val 10( 0) 10( 0)
jjg(ﬁ &5 2048 ( 100 ) 9( 100) 0 2057 (100 )
=X 2048 ( 100 ) 9( 0) 0 2057 (100 )
Met/Met 3778 ( 92 ) 138 ( 98 ) 10( 100 ) 3926 ( 92 )
Met/Val 307( 7)) 3( 2) 310( 7))
&38FE" Val/Val 13C 0) 13C 0)
At 4098 ( 100 ) 141 ( 100) 10( 100) 4249 ( 100 )
=X 4098 (96 ) 141( 3) 10( 0 ) 4249 ( 100)

1) Ao A CRETRREM BT N CRARCIIT U RE BN LOEET)
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K. RLEDREFEMN LR TETOHRE

=2 HE
S EDHsb BEint

RENSTHEETOEM(A) eHEE cJD” CcJD cJp? GSS
0-11 1391 ( 43 ) 1187( 47 ) 35( 39 ) 161( 34) 3( 3)
12-23 922 ( 29 ) 729( 29 ) 30( 33 ) 149( 31) 9( 10)
24-35 458 ( 14 ) 370( 15 ) 12( 13 ) 67( 14) 8( 9)
36-47 173(C 5 ) 110( 4) 6( 7)) 41(C 9) 15( 16)
48-59 %( 3) 65( 3) 2( 2) 18( 4) 9( 10)
60-71 52( 2) 24(C 1) 18( 4) 8( 9)
72-83 26( 1) 7C( 0) 1C 1) 6( 1) 11( 12)
84-95 23( 1) 8( 0) 1C 1) 5( 1) 9( 10)
96-107 15( 0) 3(C 0) 1C 1) 3C 1) 8( 9)
108-119 100 0) 5( 0) 1(C 0) 4( 4)
120- 22( 1) 6( 0) 2( 2) 6( 1) 9( 10)
PNz 12( 0) 10( 0) 1(C 0) 1C 1)
A&t 3200 ( 100 ) 2524 ( 100 ) 90 ( 100 ) 476( 100 ) 94 ( 100 )
E¥(A) 203 17.3 23.3 249 71.8
ZERE(A) 22.3 16.6 28.2 254 49.3
=X(A) 294 202 206 250 294

=/ (A) 1 1 1 2 10

FNITVAVEBEGEFORRETO>CVVEWNMIZED. \
2)TVAVERBEGFOERZRHELD, CIDORERLAHLHEET.
FINAE% (M EADBERTEEFIX100%IZH5HENEELH D)

HHEME—DVCIDH L FIKFEZISA TRTE
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ESL) [FIFHEE S EEL VB Bt
sCJD 302 ( 11 ) 2079 ( 74 ) 411 ( 15 ) 2792 ( 100 )
dCJD 41( 45 ) 35(38) 15( 16 ) 91( 100)
gCJD 75( 13 ) 509 ( 86 ) 9( 2 ) 593( 100 )
GSS 12( 8) 129 ( 90 ) 3( 2) 144( 100 )
FFI 3 1 4
KHEEDELBINLTND

FIMRIE% (RIERADBERTEEX100%IZHLENELH D)

sCJD: MFH O/ YT )L- VAT IR

dCJD: FEBIEEEXE TS0/ YI)Lh-YaTfF
gCJD: EBiEH O/ YITILh- YT R

GSS: A ILARTY - RARALRT— vV H—IR
FFI: B3 4 R ik 1 AR AE

sCJD, dCJD

FEER:  HBHOLRERR, £EYI R4 JavhEORELRAETTRICEETY
TUOERAERYE.

(FIFHEEG REFRRANLUVER T, ETHEREZRL, K TPSDEENHS. B, 3474
A—XX, #AR SHANKIES, MYER BERS. EF-EEKREDS
HE2IEE LU LETRY. HAHLNE, 5L ASHIT, #K14-3-3E8BHTE
BERIBBA2ERE.

SELME: [XITREEGIEBICEERRIEIRZETRT A, PSDERL.

gCDhJ, GSS, FFI
BEG  HBENEREMR, FE0IR20T0vNECRELBETTRICEETY
FUoEBRZREL, JUAUEBREGFERERTS.
[FXHERG] REFRRIFGVD, TV EREGEFEREZRD. BRFATRAFELAL.
S REFEAGS TUAVERBEGFEELEHIATOENA, EEET A
VRETRET DBRRFTREREELNHS.

25



F11. BREBEEZET S04V TTIL
YD REEDOBEDLEELT-RE

fERE (RE) A# (%)
i fE 1 69 ( )
A H 25( 16 )
E TR 10( 6 )
i I & 7( 5)
s 8( 5)
Eix 7C 5)
PEEEE 19( 12 )
=X #iEE 7( 5)
a0l 2( 1)
it 154 ( 100)

1) B EBILEIH. SMEERTANA
MDfocusfrZE Fi7 1451

FEIAIL% (HIERADEFZRTEE L

100%[ZE0E N ELH D)

#£12. BEBEEZAS S04V IV b YOO RBEEOBIEELBIEN SR FE TOHM
BiEA LR HmETOHME (F)

BEE 1-10 11 13 14 16 20 21 22 30 £EE At
1975 1 1
76
77
78 1T 1 2
79 1 )
1980 1 1 3
81 1 1 4
82 4 2 1 8
83 6 1 5 1 1 16
84 12 2 4 1 1 1T 1 28
85 12 1 2 2 2 26
86 10 1 3 2 4 3 31
87 8 2 3 1 2 1 22
88 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 3
&5t 58 6 17 13 9 2 3 6 3 154
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®1. EEBEEEET V01V VITRBE 154 NORBEDHT

E1. BEBHEEEZETI/00Y I VYaTHREE154ANDRBED ST
16

14
12
10

(N) 8

X2 EIEEREEZET S04 VIV YaATREEFE 154 ANDBIENSRFETD
BB DN

H2. BEBHEELXET504YI7T)Lb-vaTH 164 \OBIENSRBEETTOHMD
PiLii

18
16
14
12

10
(A)

o N B OO

1 3 5 7 9 11 13 15 17 19 21 23 25 27 29
g
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2020 (H$fm2) 4 5H25H

TUF VRO Y — RN SRR
[2020 ($f12) & 2AKEY—RASUVREESR

JEA @R 0w B4 RV MR B IR T 2
[V A IO —_ A T R LR T IHICBE 3 2 F0 & 0 28 3F |

(77 i&]

FrERBIBREM A EERFORICHEKHAEBMAZELRMT LI LI > TWDH A, 1999
(CFRpk 11) FE LD KRAORE (RARRZGAICEEEORE) BfEohiz7 Y 4+ iH
MR DOZAE OMIKHAEMANZEIEAETBB A IREMB S TERMED AL A EGICE T

LA Arge BE (LR, THFZEHE) W5, 2010 (CEk22) EFE XY T U4 mot—
NA T RAEEPETHICET 2B ~BIT) IZEfMS S, 7Y F R OMRICHE
%éﬂé:&k&otoﬁ ﬂfi&m%y71wb YaTHY—_ AT UARERE

BREL,.ZOoHRTREEEZ 1070y 71200 CTHENE, BB R oM EZ -1 7
/X%E\k LTHREL, &5 ;%%BJEH\“/LK@7)7JL/J“¢E$$F%E (HEH Y EMNE) o
W af T, HROBFICRT 2 ERSICHET 258 (R E) IS < R E E 52 B Rkl
B (LRI ERBIREMAEFEE) OBICIRMH SN 2R EMAZECHERNE L
TEREFICOWT, FAlIE L TEMFAEEZIT-> T D, 72, 2006 (R 18) HFEE NS 1 [k
%E@%%&@@%E@%%Kﬂ?éE%K%#é%ﬁj(@%F%)_%owfﬁfm
BRIEREFICONTEH, AEOL ETHENRLET DL hoTn, £, HEZITH
IBILH—R_RA T URAFER T VA HHEYHEME (HRHEYEME) N8 L ER IS
DNTHRKICHEL TS, IHIZ, P—_"A T 2D —RELTREOHKENG
VA VPO ERFIZONWT, BRE(BDDHIVWERFEBR)ORIEOL LIV A EHER
FRRBEOKRBENHIKRFIZ, MEMK~Y — I —RBOKBELNRHERFICHFELNDLN, Z

%ﬁ%ﬁﬁ*ﬁ%bfwéoﬁﬁ UEOFEBEEZTTNEEE (HD2WIEEK) OFRE
NELNTHEICORFERL TWVWD,

%*A47/X§EimﬁmL%%éﬂéﬁ%ﬂ@ﬁ%&4ﬁyxﬁﬁé(HT\F§
B&l two) THMMAERREZHREL, ZESTEHZIOoRELL LIl DEFIZON

T, 2WomEME., RN (G - E8E6% - @REMG 2 E] SO MZIT> T 5,
SHIZUEDE Y TR EAEARTEEINTZEZICONWT, HEHEZRWTESMICZZ
EEMBEICHEELEMN L, ZOBOKRMEZEBIFL TV 5,

7. 2017 (FEAk 29) 44 H XV Japanese Consortium of Prion Diseae (JACOP) T
X 5 70U F v o B K BEHAE L #EE L THAEZED T WD
(http://jacop.umin. jp/jacop. html),

ABETIE, TRNETHEHEINTE LT —XITMAx, 2020 (Ff2) #2H6H, 7H
O2HMICES THEBEINEY AT UV AZFEX TR SN/ RZM 2 230K %2 # 5
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ERRAR

[ 2R

1. 1999 CFR 1) 44 8 1 B2 5 2020 (5F02) 45 7 £ TITHFFEBEHFE R T 135 R
BEENESCAY —RA T A2 ED TP THH L TE2 76374 (EEM 2 ET) OF
WEB TS, 2055 2020 (5f2) £2H7HETICAE 3716 ATV A vime L
TH—_"AF U AFBETRDOLIL, BEINT,

2. R1LICEGBFEOME - BFRFEOSM A2 RT, BWEIL, BEAI42 8 Tl 2013 (EAL 25)
S 290 Bl TR B <, RWT, 2014 (CFpk 26) 4 (287 fi1) . 2012 (SFpk 14) 4F (259
) . 2015 (SERE 27) 4E (266 f5]) L 72> TWb, £ 1IZRT L IICHESE (2016 [FERE 28]
FELRE) TWERICADBERFICLED2 780 Y 7 2Lk - Y a7 HOELTEE O TR
LD, SBRBEBEBETEP WAL RERD D,

K2 IZHEIMHMFERNEFR L BBEZRT, 60U ETITWTNOEREHRIZBNTSH
2000 FARATF LB L CHRIFOBEFER, MEFO LEMNAONTL, £3ICADHTZY DA
%@%ﬁ-ﬁ%%mﬁﬁo%ﬁk%7oﬁﬁﬁkmﬁkwm$%ﬁﬁ%%%ﬂotow%
U E 80 il EEZBRWTT RTOFEMBEHR TELDOANONHIZY ODBEFHNBIZHATEZWN
HimnBlEshz, B0 EITHREREFEKE AD (2015 [FERk 27] EI’%‘%}%EAD)
THRLEL DO THY, FHOBERLITRLRD,

3. K AT OF oA 2 RN R 97, BEAER] 3716 Bl D 5> LIMFENE T v A Y 7 =
Lk e X aThE (BLF. TsCID) &Vv5) A% 2845 il (77%) . HEME s o4y 7 < b -
Ya 7RI 1IBIOLERM 7oy 72k« ¥YaZd (vCID) Z RV T4~ TRl Rl R
AL (BUF, Tdejdy v 5) 91 fl (3%) Thod, BT U A VO 5 bilkiatk”s
BA Y7z kYT (LT, TgCIDy v 95) 261161 (16%., Zd 5 H 598 fillx
VA CEABRGBTOERNERS ATV S, BHIEZ 0 Y 7= k- Y a7 HOE
BEafT 2T, 7Y A EARBTFOLERNRVL, BEFRRECTHL) . FLx
h~vy e AbBAAT = ¥ A rB—H (LT, T6SS) &wo) 23 149 61 (4%) .
FEMEE M ARG (LLF. [FFI) £WVWD) RABTh o7, $7-CIDEHEELTNDEH D
DTV A VEABEBTFRBPSHEEBMIEOHA T2 THEREDOHE NG 15 BIFE
T2, BREETARD L T0RNOBEIKRLZ . BFKOVFHFERIT 9.3 TH -7,
¥ I3 R 4T i O - #91% dCTD B T GSS 2% 50 3R T ARV EI S R S iz,

TV AR ORERINC EEER - fTAOHBEMELZ RS ICRT, 2B, HAZEOHKAN
017THEENSEHFINTZZD . ARITIHFLVWHEE CEISNTEREORZEH L TS,
KO LMOMR T AT ROHBABE LTS (X6 bHEROLODEHTHD) .

4. 7V A VEAEBRBFRBIZ2T0H TEMBMINTEY, 2096 148 FINEMRMET Y 4
ViHELTHEEINTWD, BETFTEROFEMAEZR 7IZ/RT, codon 129 & codon 219 @
DA EERERE, MR e Y 7o b P aT (FBHE) EE2HEENICE 8ITR
T, 2B, BCAETCLEZEAANO TV A VEHER FOBRRIFITLOATHRNWN, FIKR TR
WRROLNTWVWATEDICZEIR OWEEFZRELHD, ZZo/EREER4ITIHTLE —
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HELTWRW, sCJD & ENTWDIEFMDOFIZIZTT IV A EARABBLEFREDITDOIL TV RN
HbHW05D

B FERICETIHERNGONTZSGESE, BELAOCZORBEICH L TAFEEZ 26T
TEEHBICEMNEITDRWVWI LI, BERITAELN T HBEFEITORNL D 2RV &S
HTEBZXATEBY, LA, MBHICZOELBFERZRDFESERICOVWTHHEZITI 2 &
ELTWS, FHWKCSOWTIE, BEARAWICIEERENTY 22K ELTWDE RN, LEZ
L TH—_"A T AFESLb WAL TS, FMERICITERICEL CEFEOWEWD
TV TOEMELSZMLTEY,, HEELONVITIR— FE2ITHIEBHZ2EZ TV D,

5. BAEZE D THEIZ 3340 AT AR I TWD (2020 [4F1 2] 455 A BLIE),
7V A OIFIRBIC TG D BT E TOHIM O 554 2 F 9 1R T, sCID kA ﬂ;ﬁF'Eﬁ@ﬂ?i@
1A (17.7 H) 7228, dCJD & gCJD TR EWH M A Bl S v7-, GSS X EHIC
5 ERTHEOEENE N> T,

6. SHEFE T OIWCRT, FIMBIZLAETIZ13.2% TH H 2, dCIJD X gCJD TILHI
4%%%mw@m#ﬁ SN, B, HIRINTWDEIR, ELEZORKENHHL TR
WEIZH L CIRERINEZ R T TRV, 5% ZWOMEEN ERLZ s NnND, %
o, = R_RA T U AZBELTHEWHEECOZDICEHRIIEELEZEZTEY ., HIHRFERIC
KHTHYR—FHEEL TWDH,

7. INEFTEAY—RA T UATEHRINT-HERBRIEZ A9 2 CIJDIERF (dCJD) 1T+
AR TEICAFHINALTHD, SEIOEFESTITHLITBRE SN IEAIL R 2> T2,
AENIME B IE 2/ 325 CJD BREOH 2B kiX e o700 T, DBRETHHLTWY
LRI 2 A9 5 CJD BF ORMITELIZ 2\, FEHNIC W T T2 87 LLAT O
HEELZBBLTVWELE X0,

8. INEFTOHBIZ. AR LVED T, 2 CA VX —Fy P TABRLTW?

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

Uk
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R1. BEOM-RBEFOLM

BEK REH(BE. AOEELHE) "
a8 £ § E; £ &t
HRE -1995 7¢( 0) 16(C 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7(C 0) 24( 1) 31( 1)
1998 23( 1) 34( 2) 57( 2)
1999 32( 2) 54( 3) 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( 4) 71( 3) 129 ( 3) 68 97 165
2005 73( 5) 86( 4) 159 ( 4 ) 72 83 155
2006 58( 4 ) 109( 5) 167 ( 4 ) 70 103 173
2007 77(C 5) 89( 4) 166 (4 ) 70 97 167
2008 73( 5) 100( 5) 173( 5 ) 96 107 203
2009 94( 6 ) 119( 6 ) 213( 6 ) 79 87 166
2010 98( 6 ) 137( 6 ) 235( 6 ) 93 125 218
2011 111 7) 144 ( 7)) 255 ( 7)) 107 112 219
2012 1M1(¢ 7)) 148 ( 7)) 259 ( 7)) 99 142 241
2013 130( 8) 160( 8 ) 290( 8 ) 116 136 252
2014 123( 8) 164( 8 ) 287( 8) 115 130 245
2015 112( 7)) 144( 7)) 256 (7)) 120 143 263
2016 84( 5) 101 ( 5) 185( 5 ) 115 144 259
2017 71(C 4) 74( 4) 145( 4 ) 127 165 292
2018 4 ( 3) 77C 4) 121 ( 3)
2019 17 1) 140 1) 31 (¢ 1)
&t 2 4 6
it 1605 ( 100, 43) 2111 ( 100, 57) 3716 ( 100, 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
SE) EIIANIZ% (MR ADBERTEEIX100%IZHSHENEELH D)
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R2. BEOFHRANRFEEDOSH

85 (%)
-39 40-49 50-59 60-69
=R N =] AQ
BEN  EEH (FA) BaE? BEH (FA) S BEHK (FAN) BEE

RHE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 0.4 23 19,089 1.2 26 14,803 18
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 18
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 2.5
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 2.3
2008 3 7 15,908 0.4 14 17,495 0.8 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 28 16,264 1.7 68 18,285 3.7
2011 0 5 16,992 0.3 34 15,793 2.2 66 18,392 3.6
2012 0 6 17,400 0.3 27 15,469 1.7 73 18,349 40
2013 0 5 17,794 0.3 22 15,295 14 81 18,262 44
2014 2 7 17,943 0.4 30 15,268 2.0 80 18,027 44
2015 1 3 18,306 0.2 20 15,429 1.3 70 18,200 38
2016 3 8 18,678 0.4 7 15,244 0.5 38 18,318 2.1
2017 0 3 18,579 0.2 17 15,533 1.1 36 17,605 2.0

2018 0 1 — 13 — 4 —

2019 0 0 — 3 — 5 —
52 45 96 317,695 0.3 437 328852 13 1028 319,299 3.1

F8 (5R)
70-79 80- 258
AA AQ AA
BEHK (FA) BT BEH (FA) BB BEHK (FA) BT

RBFE 1999 22 9,629 2.3 5 4559 1.1 86 125,432 0.7
2000 31 10,030 3.1 13 4,840 2.7 104 125,613 0.8
2001 41 10,454 3.9 7 5,085 1.4 116 125,908 0.9
2002 32 10,847 3.0 7 5,353 13 97 126,008 0.8
2003 42 11,219 3.7 7 5,631 1.2 117 126,139 0.9
2004 48 11,526 42 18 5,949 3.0 129 126,176 1.0
2005 63 11,896 5.3 11 6,335 1.7 159 126,205 13
2006 55 12,179 45 18 6,728 2.7 167 126,154 13
2007 70 12,438 5.6 32 7,112 45 166 126,085 13
2008 68 12,612 5.4 29 7,486 3.9 173 125,947 14
2009 80 12,670 6.3 34 7,869 43 213 125,820 1.7
2010 85 12,960 6.6 42 8,177 5.1 235 126,382 1.9
2011 101 13,273 76 48 8,540 5.6 255 126,180 2.0
2012 101 13,595 74 52 8914 5.8 259 125,957 2.1
2013 124 13,840 9.0 58 9,275 6.3 290 125,704 2.3
2014 112 14,137 79 56 9,622 5.8 287 125,431 2.3
2015 104 14,081 74 58 9,943 5.8 256 129,319 2.0
2016 75 13,873 5.4 54 10,356 5.2 185 125,020 15
2017 45 14,423 3.1 44 10,716 41 145 124,648 12

2018 45 — 21 — 121 —

2019 12 — 11 — 31 —
£+ 1356 235,682 55 625 142,490 42 3591  #u###H#S 1.4

1) AOBEHEHTHSELTEALTLS AN

2) AB10073 Axt 4

3) AOBLUEEE(L1999~2017TETHE (2018 FUBIERBENZ L EHEAISh B1=6)
GEHER1EIFELS (DALY

1998 F IR IEEEF SN TLVEL V=

RAEF N AL EBIDHEEF LT,

RIERFHTADEN6R XA LIRS
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x3. - FHRAAOHE-VOBER

] £y AO1058 A%t
AO108 A%t AO10B A  HBEHOMEL
HEH A0 EBFEHN) EEH A0 BFEHN) (B %&)
F 5 (5%) (AN (FAN) (a) (AN (FAN) (b) (a/b)
-39 26 21,206 0.123 28 24470 0.114 1.07
40-49 46 9,269 0.496 66 9,126 0.723 0.69
50-59 199 7,698 2.585 270 7,748 3.485 0.74
60-69 497 8,811 5.641 572 9,288 6.158 0.92
70-79 597 6,370 9.372 780 7,603 10.259 0.91
80— 237 3,456 6.858 388 6,393 6.069 1.13
) AOX2015FOEBREERER
RIEBOERBTENOANELTH SRS
4. BEOE-RBEBERSAUEER]
BiEIIA R
EESE 248
M EER BDHb BinHE RED
eEE cJD 7 cJD cJD CcJD 2 GSS FFI CcJD ¥
{3
2] 1605 ( 43 ) 1236 ( 43 ) 1 39 ( 43 ) 248 ( 41 ) 72 ( 48 ) 3 6
# 2111 ( 57 ) 1609 ( 57 ) 52 ( 57 ) 363 ( 59 ) 77( 52 ) 1 9
FH (%)
10-19 4 2( 2) 2( 0)
20-29 11( 0) 1( 0) 5( 5) 2( 0) 3( 2)
30-39 39( 1) 14( 0) 9( 10 ) 3( 0) 13( 9)
40-49 112( 3) 64( 2) 1 7C( 8) 16( 3) 21 ( 14 ) 1 2
50-59 469 ( 13 ) 333( 12 ) 20( 22 ) 51( 8) 62 ( 42 ) 2 1
60-69 1069 ( 29 ) 870 ( 31 ) 26 ( 29 ) 126 ( 21 ) 42 ( 28 ) 1 4
70-79 1377 ( 37 )  1119( 39 ) 20( 22 ) 225 ( 37 ) 7( 5) 6
80-89 589 ( 16 ) 420 ( 15 ) 2( 2) 165 ( 27 ) 2
90-99 36( 1) 16( 1) 20( 3)
100~
B 10 8 1 1
&t 3716 (100) 2845 ( 100) 1 1 ( 100) 611 ( 100) 149 ( 100) 4 15
3716 (100) 2845 ( 77 ) 1 10 2) 611 ( 16 ) 149 ( 4 ) 4 15
T (5) 69.3 69.7 57.7 72.8 545
e (=3 () 11.0 9.8 16.2 11.7 6.4
BEE () 96 95 81 96 61
BE (%) 15 22 15 15 46

ENTIVA U EBABGEFORRETOTWVEWMIZSD.
2) AU EABGEFOEEREZRHLELS, CIDOREENHLHZ2S5L. BAZEGIEZOATIVIZETNS.
EEBERELAEDR, BERL (BIRAL) ICKYEBMEREZEL, TV EREEFRERD, REREAETLENAHS.
FEIMRNIL % (IR ADBFR TEETE100%IZH5LEWNELH D)
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5. FRFBERFOHREE

MFEHE BiRE
£H8E cJD cJD ? GSS

i

T (RUREITR) 333( 73 ) 270 ( 80 ) 58 ( 58 ) 3( 17 )

EITH ERETR) 117 ( 26 ) 64( 19 ) 40 (40 ) 13( 72 )

EITHETIEARL 7( 2) 3C 1) 2( 2) 2( 11 )
WHOE %[ LS AEIK

SAY0—XR 300 ( 66 ) 260 ( 77 ) 34 ( 34 ) 28 )

EITHEERENAE 449 ( 98 ) 335( 99 ) 100 ( 100 ) 67 )

/NXE AR 202 ( 44 ) 158 (47 ) 30( 30 ) 78 )

SRR IR 225 ( 49 ) 182 ( 54 ) 36 ( 36 ) 6( 33)

SRS R EIR 182 40 ) 153 (45 ) 27 ( 27 )

BHEE 211 ( 46 ) 176 (52 ) 30 ( 30 ) 4( 22)

REEE 42( 9) 32( 9) 2( 2) 8( 44 )

HAEEE 163 ( 36 ) 143 ( 42 ) 18( 18 ) 2( 11 )

FERIE K 233 ( 51 ) 188 (56 ) 38( 38 ) 7( 39)

mEIMEE 266 ( 58 ) 222 ( 66 ) 34( 34) 8( 44 )
Z Dt DEEIR

I - HITESE 352 ( 77 ) 267 ( 79 ) 67 ( 67 ) 16 ( 89 )

EEEE 164 ( 36 ) 125 ( 37 ) 26 (26 ) 13( 72 )

BT fEE 171 ( 37 ) 141 ( 42 ) 25( 25 ) 4( 22)

fEbt - ERGIEE 88 ( 19 ) 66 (20 ) 16 ( 16 ) 5( 28 )

TADAREE 33( 7)) 26( 8) 6( 6) 1( 6)
ADL

EEJHEEN 291 ( 64 ) 217 ( 64 ) 61( 61 ) 61 )

H1T 319 ( 70 ) 239 ( 71 ) 65 ( 65 ) 72 )

BETHE 209 (46 ) 182 ( 54 ) 22 ( 22 ) 17 )

A Ik zs{sE A 1( 0) 1C 0)

SKEUIE 2( 0) 2( 1)

&t 457 (100 ) 337 ( 100 ) 100 ( 100 ) 18 (100 )

FENIVF U EBERFORRETOTLVELBIZET.

2) )ALV EBBEFOEEEZRDLELD, CIDOREERNHIHEET.
FEIA X%
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®6. REMROHBHE

MFHE EinH
e ERE cJD " CJD 2
ik PSD(HY) 194 ( 65 ) 180( 76 ) 13( 24 ) 1( 14
A : RIEEFHORIKIE (HY) 109 ( 77 ) 72( 81 ) 32( 71 ) 5( 71
MRIL: KN EEDNDSES 194 ( 95 ) 147 ( 98 ) 43 ( 96 ) 4 ( 44
MRL: EE#ZDSES 80 ( 54 ) 66 ( 59 ) 13( 45 ) 1( 14
MRI: {RIEDEIEE 24 ( 17 ) 19( 18 ) 4( 15 ) 1( 14

FENFEIINOSBIIZEREOEFELHTHY, REERTHOBEIZBRN L.
DFY, REBHLEEEDIH100%E%S.

®7. TVAERBREFERDOSH

Ao ERE SEEMN B

EFEE TIAIREE CcJD GSS FFI
102(Pro/Leu) 129 (17 ) 129 (87 )

105(Pro/Leu) 15 2) 15( 10 )

178(Asp/Asn) 6( 1) 2( 0) 4( 100 )
180(Val/lIle) 384( 50 ) 384( 63)

196(Glu/Lys) 1(C 0) 1( 0)

200(Glu/Lys) 96 ( 13 ) 96( 16 )

203(Val/lle) 3( 0) 3( 0)

208(Arg/His) 1(C 0) 1( 0)

210(Val/lle) 1(C 0) 1(C 0)

232(Met/Arg) 96 ( 13 ) 96( 16 )

180+232 4( 1) 4( 1)

insersion 12 ( 2 ) 12 ( 2 )

P N:J: 16 11 5 0

=111 764 ( 100 ) 611 ( 100 ) 149 ( 100 ) 4 (100 )

1) FEITNIE% (EEREADBERTEETEL100%IZHGENEEHHD)

2) AL EBQEBIEFOEEERDLTLD, CIDOREERNHAHFEINFRIZEENS.
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%8. VA ERE{EFcodon 129, codon 219D %

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys &&t
Met/Met 2354 ( 92 ) 25 ( 100 ) 4( 100 ) 2383 ( 92 )
Met/Val 201 ( 8 ) 201 (8 )
&®m%E  Val/Val 10( 0) 10( 0)
&&t 2565 (100 ) 25 ( 100) 4( 100) 2594 ( 100)
&t 2565 ( 99 ) 25( 1) 4( 0) 2594 ( 100)
Met/Met 1724 (95 ) 9( 100 ) 1( 0) 1734 ( 95 )
M-/ O4 Met/Val 78( 4) 78( 4)
wI1)Lk-4 Val/Val 10 ( 1) 10 ( 1)
a7J% (F§8) aFt 1812 ( 100) 9( 100) 1 1822 ( 100)
&5t 1812 ( 99 ) 9( 0) 1 1822 ( 100)
Met/Met 3935 ( 92 ) 140 ( 97 ) 10( 100 ) 4085 ( 92 )
Met/Val 327 ( 8 ) 4 ( 3) 331 ( 7))
& 3g|EE Val/Val 14( 0) 14( 0)
&t 4276 (100 ) 144 ( 100) 10( 100) 4430 ( 100 )
&5t 4276 (97 ) 144 (  3) 10( 0) 4430 (__100)

1) H—RASVATEEBEFREET>LFEIRTUEERRTIAURESESN-LDEED)
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x9. ETEDREBMNSFETETOHARK

TEREHE
F BEDHs B

/MO ETOEAM(A) eHEE cJD” CJD cJD? GSS
0-11 1442 ( 43 ) 1229( 46 ) 35( 39 ) 170( 33 ) 3( 3)
12-23 952 ( 29 ) 752( 28 ) 30( 33 ) 156( 30) 9( 9)
24-35 484 ( 14 ) 384( 14 ) 12( 13) 79 ( 15 ) 8( 8)
36-47 182( 5 ) 118( 4) 6( 7)) 42( 8) 15( 15)
48-59 99( 3) 68( 3) 2( 2) 18( 4) 9( 9)
60-71 56 (2 ) 25( 1) 18( 4) 11(C 11)
72-83 28( 1) 8( 0) 1 1) 7C 1) 11(C 11)
84-95 26 (1) 8( 0) 1C 1) 7¢ 1) 10(C 10)
96-107 18(¢ 1) 5( 0) 1C 1) 4 1) 8( 8)
108-119 14( 0) 5( 0) 3¢ 1) 6( 6)
120- 29( 1) 9( 0) 2( 2) 7C 1) 11 11)
THEFMBLED) 10 0) 74(C 3) 1(C 0) 1C 1)
= 3340 ( 100 ) 2685 ( 100 ) 90 ( 100 ) 512 ( 100 ) 102 ( 100 )
EH(A) 20.9 17.7 23.3 26.0 74.1
ZERE(H) 238 18.1 28.2 27.3 48.6
mAX(A) 312 312 206 250 294

=/ (A) 1 1 1 2 10

FENTIAUEBBGEFOREEZTOCTLELMIZSD.
2)TA LV ERELEFOEEZRDLELN, CIDORIEELAHIPEST.
FEIMNIE% (S A ADBERTEEHF100%IZH 5L E0H5)
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®10. FWH

(ES [FIZHEEHI 5LVl &t
sCJD 309 ( 11 ) 2122 ( 75 )  414( 15 ) ### ( 100 )
dCJD 41 ( 45 ) 35 ( 38 ) 15( 16 ) 91 ( 100 )
gCJD 82 ( 13) 520 ( 85 ) 9( 1) 611 ( 100 )
GSS 13(C 9) 133 ( 89 ) 3( 2 ) 149 ( 100 )
FFI 3 1 4
REEDEIFBRMALTLD

FEIMAIL% (MIERAADBERTEEHX100%IZH5HE N ELHD)

sCJD: MMFE IO YTTILE - YO TIR

dCJUD: RS HEREEE 57044V I)Lh- VYO T5R
gCJD EEMEYO/ YTV - YaTR

GSS: ILART Y - ARASRT— v A h—I/
FFL: B3 14 R M AR SGE

sCJD, dCJD
HESR A BFEAEREMR, FEVIR2TJ0yNEPRERBEATTRICERET)
TUEBERE.
(FXHERS] RERRMNGEMERIT, ETHEIRZTRL, MK TPSDZRHS. EIZ, 315
O—XR, SRR HAENRIEE, DMRERREEE. B -HESKEDS
H2IB L ERY. HAHWE, TEULBIIICASHEIT, #EiKR14-3-3FHBEHETE

ERPRAZIB AN 2 Rifh.
BELVAI: [FFHERGIERCERRERETRI D, PSDERL.
gCDJ, GSS, FFI

S FETRERR, F#E0R2TJOyNECRELRABETTRICEET)
FUoEBEREL, JUAVEREGFEEEETS.

(FIFFEEGREFRRITGVA, TUAVEBREGFERERD. BREKRRAFELLZL.

UMl REARAGC U VEBEGFERLEHIA TGN, EEETIA
VRTINS DERRFT REREENHS.
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F11. BEBEEZETHS/O0/4YTIL
P o REBEEOBIEOLELLRE

fREE () A (%)
i fE 5 69 ( 45 )
Aixi H Ifn 25( 16 )
RIEHENARTE 10( 6 )
A rfn & 7( 5)
Eisi 8( 5)
= 7(C 5)
EEm g 19(C 12 )
=X A 7( 5)
Z0H" 2( 1)
il 154 ( 100)

1) BHPFRILE1H. SMERTADAD

focusfRZEF1iT 1451

FEIMAIL% (MIEEADBEFRTEEZ
100%I(27% 60N EHHD)

*12. BEBEEEZHE TS0V IINE-YITRBEOBIEELBELNORFETOHM

BEN o RFETOHM (F)

13

14

16

20

30 TE At

BHEE 1-10 11 12
1975
76
77
78
79
1980
81 1
82 4
83 6
84 12 2
85 12 1 1
86 10 1 2
87 8 2 1
88 1
89 2
1990
91 1
92
93 1
&Et 58 6 4

WWN A= N —

= NN =G

N AN =

1
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H1. BEBEEEZE T304V YaTREBEB1SIADRFEDLH

1. EEBEEEZA TS0V /L - YaJHEEE1 53N DRBEED LA

16
14
12
10

(AN) 8

19851987198919911993 19951997 1999 2001 2003 2005 2007 200920112013 2015
B

FRIL2017FIA DY —RASURAEZBRTH=ITICIDERHLNT=HITH S,

H2 BEBEEEZETHSI/AAYIIIN VYIATREE1SSADBENERETOHBMOL M

2 BEBEEZETH/0C4YII)V - YITHI153ADBEL SRFETOHMEOS f

(A)

12345678 9101112131415161718192021222324252627282930
3

FHRIZ2017FIADH—RASURARE X TH=IZACIDERDENT-HITH S,
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. 75 HEAFsT RS



e

JEA G T BCHE IR A S S R b (TR MER FREUR I FE 2528)

1113
3

SyiAMTIEER s &

B TV A AROY—_A T R L EGET I B S AR

2EY—RA S VRICETSOMRED T A UREOEFBE (1999 ££~2019 4F)

oo
et 4

WFeARERE
oo

S o
lm o

%
|lm

HEHEHA
SR A SR

S Y Y
4] 4]
DF Df Of Dy of

=
=
&
=
2%

= o
St o
SIS
[
Df D

=
=
&
=
2%

P
e
|lm

o s w
reflieciiieciies
% ¥
B oob b o

P
e
|lm

P
o4
|m

o4
|m

SERIINN
[
D% D DR Df D

HEHEHA
S A S H

o4
|m

PRHT
NG R

VINSEZIRES
(L Ef

LS TN
| cipva
A /N
o JR HHE SR
s R A,

s L

D KR —B
e RTFE

 HAREE

VAN S
= (EPS
A HELZ
BRI

: B E R
CEH
: S F5H
s P[RR
o VA 7eRet)

HIRER R A HIRE IR o & — IR A A 2R P
HIRER R A HIRE R 7 o & — IR A A 2 P

[ENEAFZEBH S 1 N EINC RS 1 - iR A e v & —
A IRK 7 5 SRR AR F0 Ik 5 7 R

MEAL - PRI RE Y (AR RRN LT
ORI 7 S B R s e I 1ok R

FAL KPR FBEE 7 R W Se R e 7
R SR RO W SR Bl PR SR B

T KPR T BE I o S 2850 B AR 755 B
RlF K5 K BEE e 37 S A 7R

EEEE Y ALY T —32 9 08 (RNEE)
BB R FER X — RN E -

INAFY V=Rt — « PSRRI
(BlE 7 LA N 7)

< 7 ER R AR

AEHRE R 7 R 7B E A e AR R e 55 B
RN R HE

FAL KPR AL R 50 F

FREE - T 2P B R P AR N B

B KA e TR R

B R B R 2 ek e o

] B 2 A 7 I P R N R 7

[EINZAFFE B8 VA N ENT S - AR IR ST v & — bt
Jibite % N A}

BRI T SRR PR A R R N - A R
ZAIER K ENBL R AR N
RIRRFRFEE 7 R FER AR N

fi] | L R R AP I i 3K S ST R A R N R
JUM R EFIRBEARE NE

2
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WHoeh )%« BagZ BRI
WHIER I3« et SRR BEE A SRR AR AR 7
WHIE 0 - RS FMC 2 U =y 7 ERER - BloF vt ) o 78

MRER

1999 4F 4 H/H 20189 HE Clc/ A Y 7=/l b » Y a7y (CID) H—~1 7
VAFERTT Y AU ERE S NTIEFI 3639 AZDIT Y, WEEENG 223 AHIM
L7z, ERIRREEBI O, 3N CID 28 2789 A (76.6%), Efxit CIJD 23 593
A (16.3%), VA R~y « AbhaAAT— - ¥ A=) (GSS) 7% 144 A
(4.0%), WEBHEEEZAET 5 CID 291 N (2.6%) 7Eofz. 7V A IHORERITE
IZEEE CHEAMLTWDD, ZHUIT VA ROBENEIZHEML TWAH O TR
<, ZEOHBEANBEOR TT Y A WOFRAENR L L TWDH 72 LEIRT 5D A
RCTHD. HT-RELEOEARL CID —_A( 7 U AFB R XK D 2WESHR IR O
SAZ X ST, LAANEZRZE A O L CWIER] (FizEEE) 28, @mulic7 Y 4
VIREBMIEND LI ERRBE EROEREREEZILND.

A BFREB FUAORME, 1ENTRERETLHET
snaAY 7z k¥ aThE DTV F IRz RET L2 LI L bR
(Creutzfeldt-Jakob disease, CJD) 21X E DTV A IO O T 5

RInde FFU AR, SEICET 2L, 2ENICKIT HZEREM CID

T HRAMREREE, I A4/ n—X AL (vCID) OFAZEMT L LD 2 [T
ORI Z 2 L, WEMEESIREZ R »Hb,
THTT DB MR EMEE TH EEZ 10 DT 1 v 725, FOK%IT
% CID H—_A F o 2AFH (WRERNEOR
AARIED BB, 7V AR O2EY MR ORE) ZEE L, SEEFRO
=R T UADT —HER—=RA %L, CJD HHYMFMHE (RREHRHME) 1D
DORET ) A RO 2 BT 5 = D 1% 457T, 2EEARFAALC X2 #)
Ll D, INEE % S LT,
P T ADERPFUIIRD 3 DD
B. ARAE HECTAF L, OFfEEBIREMIFE
(F—=A F o AR - IEHIR) (2D < BRIRFRAE AN, QEYHEEIC
[TV FFDOF—_A T AL EYeT FEOLJBTH (5 FUEYYE), @BALKT
B BE T 2R AmFZEBE ) 23HEMk L 7= e ONE 7Y AU EABEGTFRRE
[CID h—_A T AFHE) I2LD, L ORI RZACHFE DD BERRE DK
1999 4F 4 AR, 7V A UoaEY— EICES R, g, &

R TG UANEEINTWDS, P—A TOFBITEE S L IIFEDOREN S
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SNTGAIC DR G Lz,

WE SN T RTONEHRAE CID $—~ A1
7 U AFBS (FE 2\ <167
BEtL, VAN E S hORRE (B
W), ZWroOMEERE, JRIK e & & T
LTz, EbIT, VAU ERBESNT
JEFNZDWTIE, R Z2FRE EHIC
FIREICTAZE A 244 LGB A 2 5=
i U7z, (ZEAFBNTEBIE & B )

(ZrhTx4e)

1999 45 4 A5 201949 A £ ToOHi
MHcE Sz 7229 A (FVU A 950
SO BCEE LTl Sz pil b
EEND) ©HL, CID r—_g TR
FERTT Y AW L RBE ST 3639
N (FEEEEEDND 223 AN %5352
L LT, ok, WEBMHEELZAT 5 CID
IZoOWTiE, CID —_A T AEKER
DOFXE LI FEHME S 4172 1996 4D 2 [EH
FHAL R KON 1997~ 99 D IEG R B A
IZ& D dCID LRE ST 66 Nxab
HAEF 154 A (MEAEEE DL EIINZ: L)
LIPS Ll O e

(fREImASDERE)
KHRE O NIEHRIZEEA B, MR, K
4 A= TnrDRh), Fir GEhEFRD
H) OHREWELTEY, EAZEET
E DIEHONEITIT > TR,

CID H—_o1 7 U ADEEIZIX, 3T
ICBRKFOMBBEZES TERREIN
T35,

C. FRHER
(=)

45

1999 4E 4 H/ 5 2019 4F 9 H £ TiC
7229 NDBEEERNPIE S, 3639
ANIIT VA PR & E STz, (2018
Fn b 223 AHE) VENE CID
(sCIJD) 232789 A (76.6%), #Eix
P CIJD (gCJID) 78 593 A
(16.3%), Z/VAh~r « Ao
AT — XA TR
(Gerstmann-Straussler-Scheinker
i, GSS) 7 144 N (4.0%), WHER
Wi %44 % CJD (dCJD) 791 A
(2.5%), ZHA CIJD (vCID) 731
A, BOEMEFHEMEAIRSE (Fatal
Familial insomnia, FFI) 7254 A,
ZOMD TV A H{I 17T NTE o7,
dCJID DFEIFHAE 1T 2016 4-LLKFRD T
VR, 3639 ADWH, 1569 A
(43.1%) M HME, 2070 A (56.9%)
MLVETE 7=, (1)

(BIREBDOFERHER)

= T U ABEREE L NN ERE
HEIC L D7V A RO EEDOHED
X 1ITR LT, nEO N D BhEkET
DR GFEE LTHEA I TV 10 [
EEEEER ¥ (ICD-10th) TiX, 7
VA it A81.0 (/7 Ay 7 =)L | -
Y a7YE) & A81.8 (HHXMERDZE D
DIEERL T ¢ L ZJEYIE) (ZF%M T
Do MTITRTHEEIL, Z0ELLMN
D% (a—FK) REREICI-TIEE
WL SN DR E Bk
LTWo, 7V A IRITIEE A EDIER
NFIED DB CHT T D720, BE
T L ORIFEER EFECHERITIET S &
EZTNW5,



2000 FFLLRE, Y—A T 2RI K DRI
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