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:k%@mm%ﬂ%ﬁbﬁm*ki ERETAHEEZNTL2EHF\C OB Ry &%
HTIEEZ, LA, BBWICZOBEBEBFERERDOROBERICOVWTHMZEZITI 2L & LT
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Wh, HHIZOWTIE, BAMICIZTEBRENMTY> Z E&2FEAE L TWVWEAR, LEEIZHR LT
Y=g T URAFESLHIIL TS, MR ERICEL CEHFOEWI Y &
Vo ZOHEMEFLEBMLTEY, BEHEINOGNVIZTIR— P27 H56H 2Bz Tn5,

5. BHHAELEZED TREIZ280 N T RHRIN TS (201THE3ABE), 7V AV
DIFREHCREFE N O TECETOMMO oM ERTIZART, sCIDITEMHE O VXN 1 458
(16.720H) 725, dCJDEfCIDTIERREWHEHMABZE I, GSSITEMICH R 5 /il
ERTHEDOEIGNEo T,

%'1%8:?#&%@?%50ik%%%%ﬁ%m%9m%?&%@¢%éo%ﬁ

BETIFH14% TH D5, dCJDRICIDTIHFMENSSE W EH A BE SN, B,
@éhfné# FEEOMENHFL TR WEICR L TIXERINELF T TEB Y,
SRTEWOMEENERND Z ERHMFEIND,

oo

7. INETIEAY— XA T U ATHEEINTHEEBMEZ AT HCIDERF (dCJD) 1TF
417 T EIICEHIATHD, SEHIOZEBSTHRLICIFIN B I NI, 19904 12 &8
MG CHAER O T 2 % 17, 20094F I2HIE L7 EBE TH D, 20104 D 1= % O F i T B il i
FERERINTZDO T, 20172 DOV —_XA T AFB A THEBMM & L THEREI N,
COMIZEEIC T — A T UATEERIN T TZEZORKOREIC X0 /PR 2 H B L
H, MEBCEAERFECHEBERFAACRE SN, TORBEEBHMBENHHALEEEE D,
éﬁﬂmﬁ#ﬂﬁéMTwé WA 2% T2 RN E R > ZIREDOSAMAIZE 1 0T /RT
BT, MEES SIS Z2HO TV, 1 1LIZRTEIICEL OBEFD198THE O i i
W HFIEERBURMICBHZ Z 0 2FE RO T, BHE»»OCIDEBE COHMIZENLT 5 M
ﬁ’%@ BED 16300 A (E¥ERZE : 810 H) Th b, BEDRKRFE DN % X
BHENORERFETCOHMBOSMAER 21T, ok, WO LBLEE BRI A
th%%xxwvmi FALFRVE O RE BN fE ] S 7= 2 & 23 B L T 5 19934 D B 4l 4l
(161) ZFr&, WBRIEZETLIAT OB H 22 0 BT % O REH 722 o 3B L Twv
RV, ZOMICEE B O FRRER S DREF N 13 H Y BIEERINNEFTH DL, B,
FRBECIE, MEBRHERNH O IR oG Ee, TORNFIZOWVWTEIREN L FZKEIZH Y
TOHEOITEBEL THY, 201TEBARABIE, MAINTZT XTOREMTERE (D
VI EEER) 2o BE (BDIWIEERKE) ~ HEBMEEL* AT 2704 Y7 =1 %
ITHTHDL] TERFHINTVWDLZ ERERINL TS,
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®1. BEOU-EREDLH

LA

FEER R (3E AOBEH"
] E:S i E; X &t
HIRE -1995 8( 1) 18( 1) 26( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 1) 24( 1) 31( 1)
1998 23( 2) 34( 2) 57( 2)
1999 32( 2) 54( 3) 86( 3) 51 64 115
2000 48( 4) 56 ( 3) 104( 3) 44 69 113
2001 54 ( 4) 61( 4) 15( 4) 62 61 123
2002 47( 4) 50( 3) 97( 3) 54 80 134
2003 47( 4) 68( 4) 1M5( 4) 70 72 142
2004 57( 4 ) 71( 4) 128 ( 4) 68 97 165
2005 71( 5) 86( 5) 157( 5) 72 83 155
2006 58 ( 4 ) 109( 6 ) 167( 6 ) 70 103 173
2007 75( 6) 89( 5) 164( 5) 70 97 167
2008 73( 6) 98( 6) 171 (C 6 ) 96 107 203
2009 94( 7) 1M9( 7)) 213( 7)) 79 87 166
2010 91 ( 7)) 127C 7)) 218( 7)) 93 125 218
2011 107 8) 135( 8) 242 ( 8) 107 112 219
2012 104( 8) 138( 8) 242 ( 8) 99 142 241
2013 116 ( 9 ) 141( 8) 257( 9) 116 136 252
2014 108 ( 8 ) 133( 8) 241 ( 8 ) 115 130 245
2015 81( 6) 88( 5) 169( 6 ) 120 143 263
2016 3( 0) 7( 0) 10( 0)
3
it 1307 ( 100, 43) 1711 ( 100, 57) 3018 (100, 100) 1386 1708 3094

1) ICD 10th: A81.0+A81.8
E)EIAL% (RE R ADBRTEEX100%I285GNIELHD)
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%2 BEQOFMARBEDNH

8 (&)
-39 40-49 50-59 60-69
=R A0 AB
BEH  BER  (FA)  BEEY  BEH  (FA) BEEX  B2ER  (FA) BEE
RIFE 1999 2 4 17,158 0.0 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 0.2 23 19,089 1.2 26 14,803 1.8
2001 3 2 16,080 04 21 19,221 1.1 A 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 0.1 17 19,052 0.9 38 15,636 24
2004 3 5 15,533 04 15 18,806 0.8 40 15,921 25
2005 4 5 15,619 0.3 26 18,968 1.4 49 15,950 3.1
2006 2 1 15,419 0.3 25 19,085 1.3 66 15,677 42
2007 2 5 15,685 0.1 20 18,324 1.1 35 16,216 2.2
2008 3 7 15,908 0.3 14 17,495 0.8 51 16,901 3.0
2009 3 7 16,127 04 29 16,712 1.7 60 17,698 34
2010 3 5 16,617 04 25 16,264 1.5 65 18,285 3.6
2011 0 4 16,992 0.3 33 15,793 2.1 62 18,392 34
2012 0 6 17,400 0.2 23 15,469 15 67 18,349 3.7
2013 0 4 17,794 0.3 21 15,295 1.4 70 18,262 3.8
2014 1 6 17,943 0.2 24 15,268 1.6 63 18,027 35
2015 1 2 18,306 0.3 15 15,429 1.0 48 18,200 2.6
2016 1 1
§+3> 39 70 280,438 0.3 360 298,075 1.2 795 283,376 2.8
5B ()
70-79 80~ SEH
AA A0 AA
BEH  (FA) BEE  BEH  (FA BEE  BE¥  (FA BEE
FIR/E 1999 22 9,629 2.3 5 4,559 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 1.4 115 125,908 0.9
2002 32 10,847 3.0 7 5,353 1.3 97 126,008 0.8
2003 42 11,219 3.7 7 5,631 1.2 115 126,139 0.9
2004 48 11,526 42 17 5,949 2.9 128 126,176 1.0
2005 62 11,896 5.2 11 6,335 1.7 157 126,205 1.2
2006 55 12,179 45 18 6,728 2.7 167 126,154 1.3
2007 70 12,438 5.6 32 7,112 45 164 126,085 1.3
2008 67 12,612 5.3 29 7,486 3.9 171 125,947 14
2009 80 12,670 6.3 34 7,869 4.3 213 125,820 1.7
2010 81 12,960 6.3 39 8,177 4.8 218 126,382 1.7
2011 98 13,273 74 45 8,540 5.3 242 126,180 1.9
2012 94 13,595 6.9 52 8,914 58 242 125,957 1.9
2013 108 13,840 1.8 54 9,275 58 257 125,704 2.0
2014 100 14,137 7.1 47 9,622 49 241 125,431 1.9
2015 69 14,081 49 34 9,943 34 171 129,319 1.3
2016 8 10
§-|-3> 1108 207,386 50 451 121,418 34 2898 1889709 14

1) AOBEHHTHBLELTERALTLSAR

2) AB10075 Axt 2R

3) AOBLUREIEIL1999~2015%F (2016 F LIRITRBMENZ L EHRIENDT=-6)
REERIUREREHNASH B OHEES LT,
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x3. E-FHANAOHEYDEER

5 £ AB10A Axt
AO105 Axt AOI0BAX SEEHOML
BEH A0 BEHN) EEH A0 BEHN) (B %)
F#5 (F) (AN) (FAN) (a) (A) (FAN) (b) (a/b)
-39 23 21,206 0.108 58 24470 0.237 0.46
40-49 37 9,269 0.399 229 9,126 2.509 0.16
50-59 179 7,698 2.325 481 7,748 6.208 0.37
60-69 403 8,811 4574 636 9,288 6.848 0.67
70-79 493 6,370 7.739 636 7,603 8.365 0.93
80— 171 3,456 4948 280 6,393 4.380 1.13
E)AOIZ2015F0EBRAERZR
RIEFDEHMAENIABY. REREFTHS.
T4, EEOH-REBEHMUFE
BEETVA R
TERTEHE o5
ME FEY  EOHD Rik RED
SHBE cJc? CJD cJD CJD ? GSS FFI %0t ¥ cJD ¥
%
-2} 1307 ( 43 ) 1001 ( 43 ) 1 38 ( 42 ) 197 ( 42 ) 62 ( 48 ) 3 1 4
= 1711 (57 ) 1310 ( 57 ) 52( 58 ) 272( 58 ) 67 ( 52 ) 1 1 8
F& (%)
10-19 4 2( 2) 1C 0) 1
20-29 9( 0) 1C0) 5( 6) 1C 0) 2( 2)
30-39 3B5(C 1) 140 1) 9( 10 ) 1 0) 11 9)
40-49 95( 3) 55( 2) 1 7( 8) 14( 3) 15(12) 1 1 1
50-59 408 (14 ) 283(12) 20 ( 22 ) 45( 10 ) 57 ( 44 ) 2 1
60-69 884 (29 ) T7T14(31) 26 ( 29 ) 103 ( 22 ) 37(29) 1 3
70-79  1129( 37 ) 914( 40 ) 19( 21 ) 184 ( 39 ) 7( 5) 5
80-89 426 (14 ) 313(14) 2( 2) 109 ( 23 ) 2
90-99 25 140 1) 1me 2)
b N 3 3
&t 3018 (100) 2311 ( 100) 1 90 ( 100) 469 ( 100) 129 (100) 4 2 12
3018 (100) 2311 ( 77 ) 1 90( 3) 469( 16 ) 129( 4) 4 2 12
T (%) 68.8 69.4 57.7 71.9 55.2 54.5
TR () 110 9.8 16.2 112 10.3 6.4
BEE () 95 95 81 93 75 61
BED () 15 22 15 15 22 46

ENTIVAVEBEGFORRETOTVEWGIZET.

Q) T)AVEHBEFOEREZEHEND, CIDOREEAHIHEEST.
)BTV U (FBAZER) ) m
4)ERBIEREZFAED, BFXT EIRLL) ICKVEMEREL, VA EABGEFRERD, FEEEZRETLENHS.
FBiIlAIL% (RERADEBRTEENX100%IZHLNEEHD)
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5. TRAEIR-RER O HIBHAE

TEfEFEHE
PIF % BDHs Rkt
2EE cJD P cJD cJD 2 GSS
EITH 2995 ( 99 ) 2296 (99 ) 89( 99 ) 462 ( 99 ) 129 ( 100 )
A 0—XR 2281 ( 76 ) 1902 ( 82 ) 76 ( 84 ) 255 ( 54 ) 37( 29 )
EITHRMER ZEHEE 2939( 97 ) 2280 ( 99 ) 86 ( 96 ) 459 ( 98 ) 94( 73 )
SERERAE IR 1765 ( 58 ) 1382 ( 60 ) 64( 71 ) 243 ( 52 ) 65( 50 )
SRS BRAE IK 1765 58 ) 1382 ( 60 ) 64( 71 ) 243 ( 52 ) 65( 50 )
N EnRN 1478 ( 49 ) 1112 ( 48 ) 67( 74 ) 177 ( 38 ) 110( 85 )
HEEE 1073 ( 36 ) 935( 40 ) 37( 41 ) 91( 19 ) 7( 5)
R ENRIN 1701 ( 56 ) 1373 ( 59 ) 53( 59 ) 218 ( 46 ) 54 ( 42 )
mE)-mEIREE 2327( 77 ) 1867 (81 ) 76 ( 84 ) 306 ( 65 ) 68 ( 53 )
i : PSD 2146 (71 ) 1897 ( 82 ) 59 ( 66 ) 167 ( 36 ) 14( 11 )
A iEz - R EEORIRIE 2255( 75 ) 1804 ( 78 ) 72( 80 ) 317( 68 ) 50( 39 )
MRI: X ZE#E 1768 (' 59 ) 1352 ( 59 ) 62 ( 69 ) 268 ( 57 ) 70 ( 54 )
MRI: S{E& 2599 ( 86 ) 2058 ( 89 ) 52 ( 58 ) 434 ( 93 ) 43( 33 )
&t 3018 (100 )  2311( 100 ) 90 ( 100 ) 469 (100 ) 129 ( 100 )
ED VA EBBEFORRETOTLELVIEZED.
2) VA VERBIGEFOEEEZZDLELD, CIDOREELNHZHEET.
BN X%
=6, FEHNOTEERHIBF COHMIFENEZELRE, A]
TEETsHE
P F BDHd Rkt
£HBE cJD? CcJD CcJD? GSS

IAH/O0—XR 28 ( 38) 26 (35) 31 ( 30) 39 (46 ) 119 (104 )
HETHERMER TEBES 1.1 ( 38) 09 (32) 19 ( 24 ) 09 (1.7 ) 128 (147 )
S A RRAEIK 27 (42 ) 23 (. 30) 34 ( 33) 34 ( 55) 134 (141 )
S A 51 BRIEIK 27 ( 41) 24 (32) 39 ( 38) 33 ( 51) 132 (152 )
N PR 15 ( 27) 14 ( 24 ) 10 ( 20 ) 23 ( 44) 09 ( 28 )
REEE 1.1 ( 23) 10 ( 21) 22 ( 30) 13 ( 22) 123 (115 )
PG 16 ( 41 ) 14 ( 25) 14 ( 21) 13 ( 23 ) 158 (202 )
mEN-BEIKEE 52 ( 86 ) 44 ( 6.7 ) 51 ( 39 ) 77 (82 ) 311 (316 )

ENTVA U EABETFORRETOTLDELMIZSD.
2)NI)A LV EBEBEFOEEFRDHEND, CIDOREELHLIHEST.

EIINILRERE
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R7. RCEDRFEN SR TETOHM

MR8 HE
M BEDH5 RiEMH

HRMNSFETEETOER(B) SEE cJD" CJD cJD? GSS
0-11 1144 ( 44 ) 978 ( 48 ) 34( 39 ) 124( 34) 3( 4)
12-23 753( 29 ) 595( 29 ) 30( 34 ) 115( 32 ) 9( 11)
24-35 359( 14 ) 287( 14 ) 11( 13 ) 53( 15) 8( 9)
36-47 139(C 5) 87( 4) 6( 7) 30( 8) 15( 18)
48-59 72 3) 471( 2) 1C 1) 13( 4) 9( 11)
60~ 107¢( 4) 3( 2) 5( 6) 25( 7)) 40( 47)
~HH 6( 0) 4( 0) 1C 0) 1 1)
=X 2580 ( 100 ) 2033 ( 100 ) 87 ( 100 ) 361 ( 100 ) 85( 100 )
F#(R) 19.7 16.7 23.1 24.1 68.9
Z#ERZE(R) 21.8 15.5 28.7 248 50.0
=X(A) 294 202 206 250 294
=/N(A) 1 1 1 2 10

FNITVAVEBEGEFORRET>TLVEWNMIZED.
2)TVAVEABGFOERZROLD, CIDOREERNHIHEST.
FIMAIE% (M EADBEZRTEEIX100%IZH5ENELH D)
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ESL) [FIFHEE S EEL VB Bt
sCJD 254 ( 11 ) 1742 ( 75 )  315( 14 ) 2311 ( 100 )
dCJD 40 ( 44 ) 35( 3 )  15( 17) 90( 100 )
fCJD 61( 13 ) 399 ( 85 ) 9( 2 ) 469( 100 )
GSS 1( 9) 115 ( 89 ) 3( 2) 129( 100 )
FFI 3 1 4
KHEEDELBINLTND

FIMRIE% (RIERADBERTEEX100%IZHLENELH D)

sCJD: MFH O/ YT )L- VAT IR

dCJD: FEBIEEEXE TS0/ YI)Lh-YaTfF
fCJD: REEHE O/ Y I )LD fR

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.

fCDJ, GSS, FFI
BEG  HBENEREMR, FE0IR20T0vNECRELBETTRICEETY
FUoEBRZREL, JUAUEBREGFERERTS.
[FXHERG] REFRRIFGVD, TV EREGEFEREZRD. BRFATRAFELAL.
S REFEAGS TUAVERBEGFEELEHIATOENA, EEET A
VRETRET DBRRFTREREELNHS.
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&9 FRAERIHRE

SEUEH  HEREmER  BEREHEE(%)

MFMHECID 2033 254 12
ZEACJID 1 1 100
EEREREEZAR I 5CJID 87 37 43
K4 CJID 361 62 17
GSS 85 11 13
FFI 3 3 100
PFERFEDCID 10 1 10
&5t 2580 369 14

BROEETHBAL TOSARRDELY — RISV RAEERTREFSN TG
MBS, ERRIC Ko THERBI LG 1= BIA B BT, RTDFEREFT—ELALN,

#10. FEBHEEEZET 701V 7L
b YaJdmREEOBIENLELE IR

RRE (KR AR (%)

g 69 ( 45 )
At 1 25( 16 )
RIEHNENARIE 9( 6 )
fixd i 2 7( 5)
& 8( 5)
V54 7( 5)
PEm S 19( 12 )
=X #iEE 7( 5)
0" 2( 1)
&t 153 ( 100)
1) BHMEBILE1H. SMEERTADA
MfocusPg 2 F i 1451

FEIMR X% (MIE R A DEFZRTEEHE
100%(ZH 5L E6HHB)
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F11. BEBEEEETHIA44YIT)Lb-VYaIOREEDOBEELBIELN S HKHRE TOHARM

BlEN SR FBETOHAR (%)

BHEE 1-10

11

13

14

16

20

30 FEF &t

1975
76
77
78
79

1980
81
82
83
84
85
86
87
88
89

1990
91
92
93

op
Ew

[

58

N = =N

WWN A~ =N =

= NN = O

13

N AN =

1

r

T U U U N NN Y U Y YT Yoww
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1. BEBREEET HU0/YTTILh- VT REE1SIADRBEDNT

H1. BEBHERZETA700Y7zLb-YaTREE153ADRBEED
kil

16
14
12
10
(AN) 8

o N b

O N~ O = M 0w N~ O A M 0w~ o — m o
0 0 0 O O o O OO O O O o & — . oo
D O OO OO O o O O O O O O & O o o
— = = = =+ — = N N N N N NN

FHRIF2017TE2A DY —RASV AR B R THZIZICIDERH N T=HITH S,

2. HEEBEEEZR I 57040V TT)L-VaATHREE153ADBIENLRAETOEHBD S M

2. BIEBHERZET 5000V )Lh-PaTR163 ADBIEN SRFETOHARD
s

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
3

FHRIZ2017FE 2B DY — RSV RAEB R THZIZICIDERHONT=HITH D,
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AT BT S B & (AR B SF ORI e3¢ (MR IR BBURIISEF ) )
SRR i
TVX ROV —=_A T 2 A L EGET PP 5 A 7E
B—RASFVRAT—RIZETKOAEDO T F Um0 EEB (1999-2016 F£57—4)

MFFRAREE KB, ENZAFFERAFEIE N [ENDHRR - RS ERITIE & o 2 — il

WFE o - PR — R ER R FHUIRER T v ¥ — ARG T

WFZEsy 3 L HEIE BIRK T EIEARENF TR E 7 R AL - AFRIR AR
(FFREN L)

WFgE/y 5« PRI N FOR KT KPP [ - R A 7B e 1 4 72

(I T EE R | oV N cipva HAL KT KPP [ 5 R A 78RN BB AR % 5740 B

oo « SRR 6] N7 PR Bl 2 R 2 e At i e il 7 B

LI e i- E= A ST ic FOREM R R R o 7 — e E R BRI Se T — A -
PRI B 7

WFgE o3 ekt RelRi K2 R 7B I o iR S A 78 R R R R BB U e 77—
Ta R R E B R Ve T a Ly B

e 83 e TR RFAIVANSA AW A T AT R S SR B 5255 B

e Kk — B ENVEYE NESEw - AN A T R EE A e

WFoE 3 VexATsE ALRE KRR PR E AR ZE B AR R N R 5

gy - HFALES ALK R F B 5 R 7R e N B

W HE N B B KRN SR T A RN R oy B

WFge/y s - mhER BRI 7 32 K7 KPP = PR e B AR R N B 7 - B 2R 2

FoeHE . RiE & IR B R - R B = 7 SR e B R N B - B AR50 B

fF7e sy A - LA F PN TONE YN v E = S B SE SN ey P oot L iy R S e
R

WFZE oy HHE - BT ERHE fi] 1L K 57 K S B 15 1 3 7 B AF S8 R I A N B

i g EE NN s e ] 5% 2 R A kR e IR o SR A R N B

WFe 3 o R — RIRR SRt TP Fe R fy Sl Lo B E Ay 1

P
S
|

CREERZ MBERITE
PERER g B R 572 R e 5 Al R

H

IR AT FE R & A

s 3

H o &
3
[

DR o oF

Sy ZRR HORERFE LR TR A i e BT Fe R R i e 2
(RN A7)
MHEm i A & [ESCATFEBRIEIE N ESIREHH - AREERIT e o 2 — il
FREPN R
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HMREE 199944 H~2016 9 HETIcZuA Y 7=/L b« YaT7¥H

(CID) H—_A T U AFERTT Y A IR ERBIE I NIERIIL 2917 AlZD
XY, FEREEND 321 AN L7z, JWBAERIOSAILTES, IEME CID 2
T7%, FEME CIJD 23 156%, VA R~y « ARBARAT— « v A 2 TT—
N 4%, BEERBAEIEZ 325 CID N 4% Th o712, 7V A RO RBRIIFE X
ML TWAR, ZoWRIZIE, TIVAHEOBENEIZHEML TNDO TR
7L, REOMBRNEHEDR T U A U ROFRMENH EL TS 728 LRI
T2ONRBERTHD. Hl R EIEDBEARL CID —~_1 7 U AFBRITX
LW SR RS ORI 72 ST K0, LARNEZWr 3 273U T LTV T SEHR]

(ElCEEE) 23, EEUNCT VA IREBBIND L IR o7 2 ENRER

EROERERNEEZOND.

A - TARB/

raA4Y 7k aTg (CID) 1Tt
zFXhdte b7V A UHEE, BEICHETT S
RAREREREE, I A7 u— X X7 K OMRIE
Rae2l, EEEESRELRTHECT L
FER) T iR MR CThH 5.

AWFZED B, 7V A R OAEY—
ATUADT —HX—=REfEHT L, DMRET
VA IROEFBREMBT 22 LI2H 5.

B.ARA &
(H—A_o1 S5 DREH - BRIR)

[0 A FOY—_A T R L YT

(\ZBA D RRAMFZEEE ) 2GR L7z TCID ¥ —
R FUAEBE] ITEY, 1999 4 4 AL
Be, 7V A ROEEY—A T ANEN
INTWD., —AF 20D HMIT,
(1) ENTRERATDLIETCOT I AU HEH
BETHZEICLVDREOT Y F RO
BEHOMNZT D Z L, (2) ENICBITLE
A CJD (vCID) ORAEEEHT L LD
2 HIZH D,

2E%Y 10 07 v 72500, FOFK %I
CID Y —_A F 2 2F 5 (MRRNFHRE R
DOEME) ZEE L, FEEARO CIJD Y
B (MR EER M E) 220 O 215 T,
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HIFERFAAIC X D3R RN E Z 1T o 7.
=g T ADERFUIIIRD 3 DOREH

TAFLL.

@ FEEBIRRI RIS < BHIRH
A E A 22

@ BYYEEICE S M (5 FHRYYE)
@ WIKZFHICHFEOLND TV AV EAHE

BFHBREBLIORBERFICHFELND

BEWR A OUFEIC H S < IRt

INLOEEICIC, 2 TORBEIZBEE L
L IIFEBEDRE MG DN T-HE 2O B FE
L.

NESINTZTRTOE#RE CID H—~Aa
7 U AZFAES (F 2 EI%E) T 14607 SRt
L, ZUVFHENE I DORE (RfE2W),
W OMEIEEE, JRK R & & RIS FEm L 7.
I BT, FVF IR ERE I NTEFNIZ DN
TIL, SETHIZBRE EHIC EIREICHAZE
R L GERE 21T o 72 (RAFEHNEELE
B H) .

(D FRR)

1999 4E 4 A5 2016 £ 9 A £ ToOMMF
IZESNTZIZ 5711 N (T U F RSk O Fh
REBLEMBE L THRE SN EEND)
DHL, CID—_A T AFEARTT VA
IR L RRIE &SN 2917 AN (WEAEE N & He4F



T 321 A¥EIN) Zofrag e Lz, 72,
R 23425 CIJD (dCIJD) 2o\ T
%, CID B —_1 T v AEB AR ORE LA
FehtE X A7 1996 O EFH AR L TN 1997—
99 FEDHHBZIEEFEIZL Y dCID LFE X
iz 63 Nx G bW 765 162 A (REFEE )N
B3 AN & aoHTRg s Lz,
(fREEANDEE)

kG OB AEBIIAEER B, MR, K4
(A =T NDH), {EFT FERERIRDOZR) O
HEIELTEY, EAZRETE HHERD
INEEITAT > TV aL,

CID +—_A T v ADE[EIZIE, T Tlod
RRFOMBFEEZESTRKRINTND.

C.HIRKER

(RBREROERKER) X 1

PR T AT H N RIFEROHR
(BANZT L) L, NOBERERGHT —
ZINHIREEOHER (s 7 7) oL
7= (B 1). 2000 FLARE, 6905 53 DN
FASERD B ALTZAY, 2010 LI IE 200~250
ANDOMTIZIERETOTHERE L T 5. HiBLE
FHOWHN CID r—_A T U AFBRITH:
fltxh, TV AR ERE (&EZW) Sh
5 ETCOMMIE, B TEE (B THF)
EETDL. 20D, ZIHBEORRERIT
&%ﬂmﬁmhﬁg_iibé FRlZ, Eir D 2015
ETIERBEOCRBRFINZ < ZFENL T
DI, FHREBIIANT B (BB T
M o TWA.

OREO N OERER G DR 3 & LCff
A TWaE 10 [BHE E E % 5 58
(ICD-10th) T, 7'V A4 ¥Hi% A81.0 (7
BAY 7 )bk ¥aghE) L A81.8 (K
TR R DZ DD IEERL T ¢ L A EYLIE) 12
HMET L. K LIRTRECHE, ZoEbh
MOWL (=a—R) BDEREIZE - THE
BrEICRH ST EORKEER LT
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V5. 2005 FEHT- 0 DT E R LR L
DROF ¥ v TN/hE<72>TED, ZOM
%, —_A T 2D BEHERNTE L
ALTECWDHIEERLTWVD (HIETIE
9QEILL LR TE TV D EHELETEX D). T4
bbb, FREN LTI $%:$$ﬁ>CJD‘&
—_A T UAFERITRME S, EElCT
ﬁ/ﬁk%m%ﬁ(%éwm%%%%)éﬁ
HENTRoTETCWDHILENIDPBZD.
(BEEOFERHERE) X2, 3

2014 F (HID) BT 2 REOT Y F
AR (AN 100 7 AX4ERM) 13 1.8 TH
D, =g T ADRMEE 572 1999 FDFHE
AR (0.7) LHEA~TH 2 U EIC EFLTW
% (M 2). ZORBERD EFHZFHEM T
D72, FEhERORBREBELL
25, 40 5EM L 50 mARD e TIL AR
DEBOLOREIIW RO L, ZLd 0 sn
FlnfE (60 A, 70wt 80 kLI LE) T
iﬁ?é@ﬁﬁﬁ%ﬂkA%’Tiﬁﬁgﬁo
Ll b)) & ZnLAh (40-69 m%) @ 2 BEIZSy
JCRAREZR LT (X 3). 2000 FLARE,
40—69 K CRAERIZIS b0 LR 27
@é—ﬁ/m%uifﬁb<iﬁbfwé_
ENDMLD. ZDOLHIT, IEFEOHKFE DK
H0X 70 LA Lo miEmIE S HHTWnD.
(RESEANORFE) X4, £1

MM CIJD (sCIJD) 1% 2248 N (77%),
WMV A9 CliE, FiENE CID (FCID)
2457 N (15%), VA R~ A bhaA A
T =¥ A A—7(GSS) D 106 A (4%),
B F A IRAE (FFD) 2% 4 A, 254
ANBID 2 N T o 7. 5GP CID Tix, vCID
281 AN, dCJD 7% 89 N (4%) Tho7=. 4
AR E THHRINEFD CIDIL 11 ATH - 7=,
INHD 11 AW TIEIRIEIBINE S E
FTHY, BIERICE SO TRENE S
NHTVETHD.

(%) X5, 6



BED 5 BB 1261 i (43%), ZH 1656
Bl (57%) &, ZHE TOWSE L RERIC LN
WL WEAA ROz (K5).

PE - FEHBIO N D H 720 O BEE TR
) T HB L bICHFERE & HITHEIL, 70
R b E0 o7 (X 6). 40—70 i E T
TDOREEN B LY 2 \—1 T, 80 Ll 1
TS, BOBEENRLLD 2 VMEAN
RO HNZ. B, ZOMEITHRERELE
KEMBEOANOTERLEZLOTHY, FEHO
TRERL TR D,

€: 3 {nER Sk ) 7, #1

Jo B S FEU] D 8 Jp R ) (R YR 22)

%, &R TIE68.9 (11.0) M THh-7=. sCID
69.4 (9.9) E=° fCID 71.9 (11.3) A
[ DT LT, GSS 54.8 (10.5) W<
dCJID 58.0 (16.1) mklILILERAIAEFFEI CTh
ST, 2770, dCID OFJEEHAERN L, s
B LT & B ) A ORI
KFET 5.

(XEER - RERROFRH) 2

7V A IR, M B oD JE S R AR

7 (PSD) X MRI TOMEAME K E D EE &
7 EOEBERFT AR bR b % AFE
T5. oz, BEET Y AT PSD
R BN, F2IRT Y, FEME CID

D 65%, GSS @ 88% T PSD #/K< Z &M
#EIn-.
(FETH D 4HH) X 8, 9

BEFFRA A 5 O CTELERE T 2469 ADFET
(WEARJE L 0 518 AHE) ksl S 7z (X 8).
FIFDHIL T E TOFEIWIR (FEHERZE)

X, &R TIL19.2 (21.0) » HTH Y, bR
ETHEHEBANOBLZ 1 FEFTHLELT L L
NG ERo7 (X 9). JRESER]TIX

sCJD 28 16.5 (15.2) » A &b <, kb\
T dCJD 23.2 (28.8) » H, fCJD 24.1 (24.7)
sy A THot=. GSSI1%66.5 (53.4) » A &k
bLEMNoT-. SRS, FEERE L R LT

28

CE COMMITER T MM R ST,
(ZHOmESENE) K10
WHO #HIC S < BB OMIEIE, Hilk
SERNC sCID (FEFEH] : 11%, (FIEHEEH]
76%, SEVMA : 13%), dCJD (44%, 39%,
17%), fCJID (14%, 84%, 2%), GSS (11%,
86%, 3%) ThY, T XTORESFE THESE

Bl & D VT IFIE R RZH DN 2RO 80% LA %
5.
(BHl#&%E) K10, &3

R I R T 2R T 14.5% (JE1CH 2469
AD 95 358 N) THo7=. dCID = fCIJD
1% sCID & bbiie U TR A3 m b ME A 23822
.

(dCJD D 4584%) X 11, 12, &4

BLELE T 89 AN (WEAEEE+3 AN) 23 dCJID &
LCT—#R_R—R BRI TWS. CID W
— A T UARBEEORE AN EE S e
1996 =D EFEFA £, 1997—99 F DIHixIE
BFAEIZ LY dCID EFRE ST E3 (63 N)
b E,dCID XK T 152 A Th-o7T-.

TENERS A % 52T D JRIA] & 7 o 7o 5 R E
WY 69 Bl (45%) L PEEFE HO, RNT
Jannetta TAf7 (AR « = X448 0%) 26

(18%), Mt 25 f (16%), 72 & Th o7z
(£ 4).

dCJD FJ#H D K0T 1987 A D ALER
TEE B LRI A 2 T E Th - 723,

DEFD 1988 HLIETEH dCID 2% L
TIEBIDY 9 N (6%) HER S 7=,

RS HE 2> & dCID 795 £ T O IX
BT 136 FTH Y (K 11), FEFEEN

S U7, %< OBED 1987 Ol [EAL
BGEER RN E 2 T -EThY, 3

i E TORLHENITS % L EIET 5 2 &0
TR E T, BEBRAD S dCID FE £ T
DA & 12 12T,
(RS, DHT1- dCID O RESHHE) K 13
I, RS T dACID ORI



FH A 13 12”7 . dCID 1TB LZE 355D
SMAITTRIEL TNDLZ ERNDN5.

D.EE

TV F IR DOFIREROFIRMERIL, B
E 19 TV TH L oITK L, b
ECIIIMERICH D, ZOEREIELTD
(2, ARl R ORI F IR AT o 1
LA, BHEH (40~50 ) TITREERN
BRIZVMET T D DIkt L, mlnd (70~80
WAt) THEHERMEmTHDL LRGN L
Sl b, IWFEORFEE O R NIL 70 %
LEDOGEGIEN HEDTHND Z ENBH LN E
7.

ORETT VA RO EER L ORE
FEREFLTWAIERIZE, IV AVHOE
FHWNHEIHIML TWAOTIERL, 2EOH
BANBEOM T Y &> oORMm
(recognition) [\ L L TWAH 72 &R
DONHIRTHD Y. Hii-eRELEOBEAL
CID H—_A T U AFERIT KD R
K| OMESL 72 B2 X0, LA Z B 207
IZFEE L CWER (RIS mElnfE) 25, )
WV F e EnND X ollholcZ b
WELBREROFREREEZZ 5D, EEE
2, IHETIE CIJD —_A T AFERIT
A SR AME NI B 5. RN
BEZELET2L2EOMKEN TV 4 U FE
BV, mUNCREr (B2 WILERSNZE) TF

HEINTROTETCWDLZENREMTOND.

European Creutzfeldt-Jakob Disease
Surveillance Network (EUROCJD) %, EU
BEICBITDE I E O CID T EDFERH;E
BanB L Tng V. ERAEIC W T4,

7V PR BE RO NN 2 R R LI EE,

OAREEKREO 2EHE T THD.

FEROKETIE, MEOY—_A T2
AT LEHEF L, CID ORIFEEA 2R LT
W52, 2L, INLDOY—RA TRy
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AT DEIAFHO L O L TR, EARIZIX
B DB ZH > TND. DRED Y —A
7 UATIE, 3 o0EHRIE (BAMELELYS
B &b LICEEE, EIREENGBRTICHE
WAL, FEIS D ILTAEF OB
BEIT-oTWD. Thbb, EEIC (EFH
2) % TR —_A Z U AFFE] Tidke<

MRpREREE] ThbH. TV A IHROER
BEREEEIT > T D EIT OB ELSMIAFLE
L7eW. BEREICE D, BENHLIELTET
O T/ <, BERAER R A T AL
DOFMAERET L 2 ENAETHD. T DR
IR TV FIRT —FX—=ZADRKE IR FF
MLz 5.

CIJD —_A FZ U AFELIZIFTRD 2 D
DOHERDH D, O, B FEwR A
RARE L TIRR L T D 2 Eich b, Eha=x
] E~DOEBNASHOMELE LTET LD
0, BETIEHREORN EE2HI LT, kkx
IRRRLW Y A DA A HIL TV D

) O EOOFEEIE, dCID HEAEDEMT
HD. 1987 LI, b RN IZ 1 BLEK
b T N U U LOMBERITOND L5 IZho
UL, DHETIES DA dCID BAE O FIFE
DROHHINLD., ZTHETORENGHELN
BRI Z R CEXD &, (E—27 Tl E T
WD EHERITE D8 A% B EWNT ACID @
BEDEFTHZENRHELZEINS. dCID @
RN L BNE, Jl&HiE CID H—~o
TUARBROBEERBELEE XD,

E. &R
Y= T ADT =X RX—= R HNT,
DRENZRT 57V F R OEFR D H
Wz L7z,
[8% 3X#k]
1) EUROCJD: http://www.eurocjd.ed.ac.uk/
2) THE NATIONAL CJD RESEARCH &
SURVEILLANCE UNIT (NCJDRSU):



http://www.cjd.ed.ac.uk/surveillance

3) National Prion Disease Pathology
Surveillance Center:
http://case.edu/med/pathology/centers/n
pdpsc/

4) Nakamura Y, Ae R, Takumi I, et al.
Descriptive epidemiology of prion
disease in Japan : 1999-2012 . J
Epidemiol. 2015 ; 25 : 8-14.

F.RBEZKRER
L

G. IR HEK (2016/4/1~2017/3/31 HXK)

1. XX ER

L.

2. ZERR

1) Ryusuke Ae, Yosikazu Nakamura,
Ichiro Takumi, et al. Epidemiologic
features of human prion diseases in
Japan: a prospective 15-year
surveillance study. Prion2016 (May
10th—13th, 2016: Tokyo)

2) PBLFEST, WAL —, EhRPELE, . 2E
Y= T URT—=HIZES OBREO
TV F IR OET (1999—2016). & 27
[l A AR A s (2017 42 1 A 25
—27 H : H¥)

H. AMMEEOHRE - 2R
(TEEET.)

1. fF =

72 L

2. ERMEERK

7L

3. T Dtk

7L
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[R1] TUFA Ui REFERERCTEROFERERE  ( N=2917 )

BB (R3S URFT—H)
OB (ADEEEHED
A

100 —— 1
154|1684|162 171
127
103115 a5 115

N a R
«‘3@ o ,}cﬁb ,?,ch'j e qg)fja O 2 O
E &

~*

o

24205351249,
boel213 - 228

(E2] TUFfs: BEER (£4) O#B (N=2917)

(/ AO100BA/ %)
20

20 18
1.:3‘/‘*1/\

15 /

,\/;V’-'
1.0 |
D.?)

05
v > ® 0O 1 N
fﬁﬁpq/@ & fﬁpﬁjm@ D S S
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(3] FUFH ik BEER (G228 O¥B  (N=2917 )

E

e an

> /%/ *70 + i
-‘S 4 /.-!h-‘

190 /""\/’ =40-69 &
A 2 - I Tl BT

é ngSg EE ™

o}\q,rx
S SIS

(4] TUFH Uk WEBSEANDOSH  ( N=2917 )

49, 4%

=sCJD (n=2248)
fCJUD (n=457)
»GSS (n=106)
= dCJD (n=89)
+ FFl (n=4)
- BERIBAB (n=2)

« vCJD (n=1)
s DHFKRE (n=11)
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[R1)] FUF R RESEINDYE - RERERSHT  ( N=2917 )
. BT AR FESME (BREMH) AR 458
sm= M FEHCID — " — ®=0
& : RIEMECID GSS - .3 BEBE  ZREY e
2 T Ot D &HHCJID cJD CJD
i
5 1261 (43) 971 (43) 194 (42) 49 (46) 3 1 38 (43) 1 4
g 1656 (57) 1277  (57) 263 (58) 57 (54) 1 1 51 (57) 7
FEAE F#5 (F%)
10-19 4 1 1 2 (2
20-29 9 1 1 2 (2 5 (6)
30-39 32 (1) 14 (1) 1 10 (9) 8 (9)
40-49 91  (3) 54  (2) 14 (3) 12 (11) 1 1 7 (8 1 1
50-59 395 (14) 279 (12) 43 (9) 50 (47) 2 20 (22) 1
60-69 847 (29) 692 (31) 99 (22) 26 (25) 1 26 (29) 3
70-79 1094 (38) 883 (39) 181 (40) 6 (6) 19 (21) 5
80-89 419 (14) 309 (14) 107 (23) 2 (2 1
90-99 23 (1) 13 (1) 10 (2)
N:) 3 3
REROBEERSM 2917 (100) 2248 (77) 457 (16) 106 (4) 4 2 89 (3) 1 11
FEE T E#S (%) 68.9 69.4 71.9 54.8 54.5 58.0
ZERE (R) 11.0 9.9 11.3 10.5 6.4 16.1
=EE () 95 95 93 75 61 81
=ED (R) 15 22 15 22 46 15

B&5E) CJD = Creutzfeldt—Jakob disease; GSS = Gerstmann—Straussler—Scheinker syndrome; FFI = fatal familial insomnia

AL EEEETORRETOTCUVELVIEESD.
2 S EEEEFOERERHELN, CIDORERENHIHEST.
EEETAUFEGEATER)

M OEEBEREERAE DT, BEET (BRAL) CKYBMERELAH. TUA EEEEFREDAN16, REFEATHN1615H5.
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(5] TUF UK : BRADERKERE ( N=2917 )

E 1261 AN (43%) LT 1656A (57%)
150 A
120
90
60 i | B 55
30 | "z
©O N » 6 A o A B 6
o) NS ON? N
FEF S S S P a
(E6] TUAofs: BRAOEBABBEY ( N=2917 )
(AO10B AXIBEED «cotonssmeninT ix UEE
10
8
6 5
4 "
2
40-49 50-59 60-69 70-79 80+ i
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(7] FUF % RESERORERRETEEEH

( N=2917 )

() RHEIfEEE + SR

90
80
70
60
50
40
30

604 ® 719

sCJD fCJD GSS dCJD vCJD £&
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[(R2] FVAUHE: REDBEANOEERER - REFTROSH ; HBEEE  ( N=2917 )
Y * 1 ==l * 2 EEHE*%*EEG)
2EE MFEMECID R ik CJID GSS 3CJD
(N =2917) (n = 2233) (n = 450) (n = 106) (n = 89)

BEOETHE (+) 2894 (99) 2233 (99) 450 (98) 106 (100) 87 (99)
i PRAAE 1%

SAH/O0—XX 2217 (76) 1861 (83) 247 (54) 25 (24) 74 (84)

AT ERAE X (T EHES 2840 (97) 2218  (99) 447 (98) 72  (68) 86 (98)

BHEAARERAE AR 1710 (59) 1351  (61) 238 (52) 49 (46) 62 (70)

SR SY BRAE AR 1537 (53) 1216 (54) 229 (50) 30 (28) 54 (61)

M IRRE K 1423  (49) 1085 (49) 173  (38) 87 (82) 66 (75)

REERE 1039 (36) 906 (41) 88 (19) 6 (6) 36 (41)

& FRAE R 1654 (57) 1343 (60) 194 (42) 41 (39) 52 (59)

mE)-BEIRRE 2246 (77) 1823 (82) 295 (65) 45 (42) 74 (84)
ARl R

PSD (+) 2091 (72) 1852 (83) 161 (35) 13 (12) 57 (65)
MRIFTR 2199 1764 309 44 70

X =48 (+) 1717 (59) 1326 (59) 260 (57) 56 (53) 60 (68)

=2IEE (+) 2515 (86) 1997 (89) 442  (97) 35 (33) 50 (57)
B&EE) CJD = Creutzfeldt—Jakob disease; GSS = Gerstmann—Striussler—Scheinker syndrome RN %

A EABEFOBRRETOCVVELVIEERD.
2 AUERABEFOEEEZRDLLAN, CIDORIEENHIHEEE.
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(B8] FUAfm: REEDKR ( N=2917 )

= fIIFMECID
= FIEECID
dCJD
GSS
<ZDit8
OEfF

23% O

N=2917

ETE Rt 2469A (FFEE +518A)

[(E9] FUAVim : REAFANDRBE~FETETOHM ( n=2469 )

(dD) RHE0HE + &+

120
100

80

60 €665

| ¢
e oo A1 |2s2
20 + G A 192 ¢
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sCJD fCJD dCJD GSS vCJD F&
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[R10] FUAUF: RESENOZHOREERE ( N=2917 )
m fESE* E{EREEI R

sCJD Il 76 3

dCJD TRk 39 s B

fCJD I 84 2

GSS . 86 8
0% 50% 100%

&+ TEEH = BIEDHWIB

¢ 3B =145% (FETE2469 A% 358A)

[£3] FUAVE: RESEMNOEIERE ( n=2469 )
REEH BREBREHR HRERZE(%)
MEMECJID 1957 245 13
ZTERICID 1 1 100
BRI EREEE 9 5CJD 86 36 42
K IEECJID 348 61 18
GSS 65 11 17
FFI 3 3 100
FFERTFEDCID 9 1 11
&5t 2469 358 14

BHROERISHBALTLEDN RN ELS —ARASURZERTRESNTUVRL M

ARICEOTHERHEGI=BINEFET S.
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[ 4] dCJD D% : WEBED D & Ao =KE ( n=152 )

R (&RE) A% (% )

A fE I 69 ( 45 )
A HH I 25 ( 16 )
RN EIARTE 9( 6 )
i 1 fE 7( 5)
i 8( 5)
EV 6( 4)
PR 19 ( 13 )
=X #iEE 7( 5)
ZF D" 2( 1)
&t 152 ( 100 )

1) B HEILE1H, LV
WEB TADADfocusfrEF T 145

(B 11] dCJD D45 : BIEBEN S RFEE TORRE DS ( n=152 )

20 A
15

10

S

¢ iR 13 5

10 156 20 25 30 &
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[ 12] dCJD D454 : X HE & dCID HFED 53 ( n=152 )

W BEBE — dCJDHFAE
A
30
20
10
b ..|I| L L Ly
L PSS . & ) e qp,p @0\@ ]
[ 13] tHAREEIN S AT dCID DFEEEEIR ( n=221 )
6%
6% 7 o 68 % (n=152)

mB&E (n=152) ARA mISUR
mEAY 15YF %E
BA—ARINTF AT mhHS KB RAR F Mt

% 201359 AB AN T—45IH: Brown P, et al. (2012), EUROCID, +a
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JEAE G AT B T A S S B B & (VAT

TV F RO —_ A TR L

IR R ﬁ%ﬁ 2 (MR IR BBORITEE ) )
ﬁﬁ%i

% B oA

TV R —RASVAT—HDEE - ERHOHR

AR L T A /N
A WA S s A X

] 37 P it R B 2 e
JotinEHRARBUY ] TRI B IRAFSE

it 27—

BOTE, FERERRIEREE

HAREE (FVFURYIY—RASVRT—20EE - EFAOHR)

YR 27 AR 1 A K0 EERIEIC IS BB R AN B IS S v, FFRIIZEE
WO (BEFBE) 7 —FX—A~OBEPHIES D TETH D, TRk 28 I
PR 26 R THELL) .
JEA BB Rk ST JERITE M E VTR u Y 7 2L b - Y I TIROT
BAHIIC LB & SN2 W FRIFRIE ORI | REBIE TOHREOREER | HUSRERIC
DNWTHF AT o7, PIRRICIRENES 2 R X720 o 72 455 fil & XA
FCOREMIZEEIT 2 TRIK 7K OB S £ TOEIR/E R L0 BEIC
Tt A S L REAER &/ NMIMIER DN B EEh IS O %A L RV BIEN RS T, 2
NODOFREREZEE X, FAETHEETXESHEAIZOWTHEZIT> 7,

D IE R

JEGGEE AR A X

| iEEE S
DN THRE

A BARBM
TV A RIT FREER L L ToREE L
FRGE L L TOREITED 2 DOFIEIC
X0 2EBEO RN ITOIL TV D, R E
RS BEIT - EOEIEE LML - L
TIEB DI & STV D 2 & s b Ik YudiE vk
WCED2EHRAEEEDE BN M E L 7‘;:
— )7, IR OREEH LT 5720

i@%f&ﬂ%f%@ﬁﬁ%%%mﬁﬁé
T DBEMRMEN RO GND T &
HOHHOEEGWEZ X DN D D, AL
X, 7Y A R R E O R EHEL T O R A B
ZHALNICTHEEBICAIE~DIERHZ B
By & L PR ORE & Bk HE D
BEEZITO DO TH D,

LSEFIZBWTIE, ERFET—HFXN—2
(KR BB > AT & 0 Yk 26 4F
12 A CTRELL) 28I NTMBER T a1
7V b Y aZEECID)ERFEEHRE AW
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TYPHRFHMICE D 2HE ORE, 7 — % X —
ZIE B ORGP HOWTHEEZ (T - 7=, B
MIZiE, = FARA > e LT “BEES
ZID B, wigenn “EEES 2235
FCTOMM & BRI T D ERRER & D
BEEVE 2 Mt LTz, £72. FREER OBk %E
2 5 SRR - (R - RS IT AR E R
TS & W 1 AT R 27 4 1 H B DJE
B85 G 1 e O FITE F 72 O ONZ HE5 15 8 12 9%
BERA D DIFHRINEE, S BT TV A %

RIS T D EARFAEMANZEIEE O %YMl
DWW THFEZIT - 72,
B. iR A%

1) BYSETFRHIEICE S R

sCID HAED Y X7 [RFEFIZOWNTIE,
2001—2010 23T 5 sCID OIEAH %
Mz, BARRIRO IRl - MR OFERE(L
FE AR IR 2 BRI AR E T IR O AR AL I8 A =R b



ZEtE L,
2) RFERBREMT S R T 2BEFR
sCID O PHKFERRIZTHOW T, BAY
B A e R B A RN > 2 7 & (2003 —
2008 ) @ probable Ll ETZWr&hi-
17T B0 5 6 MEESIEREZ 2L Ty
JEB] (n=455) MW= (1), EEhES
& FDOMGER S IEBEDRRAEREHETE L. E D
THRINF2FRET 5720, Y —FE
T I K DT & AT o T2,
£ 1. BERBATMFT R TFLTERES AL sCID

Vanable at dagnoss n = 455

sCID dragnosis (defirete probabic) 18:41

Male pender 177 (3R $%)

Time from onset to dugnosis (mooths) 29 21 (m= 437

Ape al diagmosns (vears) 6K9 91 (n =433
11-40 3 (0.7%)
41-50 12 (2.8%)
51-60 &0 (11.9%)
61-70 157 (36.3%)
71-30 168 (388
3150 31 (7.2%)
91100 2 (0.5%)

Codon 129 penotype (MM:MYV, 9%:10 (23}

total percentage of 435 cases)

EEG and MR Sindings
PSD on EEG 417846 (91.54%)
Wave showing on EEG 367407 (90.2%)
Hypenoisesuty oa MRI 377800 (93.5%)

Cercbrospinal Doad analyss
Increase in protens 107348 (30.79%)
Increase in cells 17335 (5.1%)
Incresase in NSE 1327156 (B4 5%)
Increase in 14-3-3 peoteins 96118 (8] 4%)

Chieacal sigms and symploms
Psychiatric symploms 195387 (50.4%)
Visuml disterbarce 138308 (44 89%)
Cerebellar disturbance 18360 (50.8%)

1344)8 (32.1%)
116397 (29.29%)

R TOLY

Pyramidal dysfunction
Extrapyramdal dyslenchion
Myochonus

(f R ~ D ELRE)

FE R FE O FREHTHE W [E ST R 1 [ B
PP R BRI T 2 AR EF 1% JEEY
1B i R J) 2 93 kSRR 2 0 SRk 15 4R ~20
R E CTICEE T BE ITHRE D H - 12 JE
BT DG AE 7.

C. BiRHR
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C. 1 RBREEFHECEIRE

OV AERIT, BT 026 A
/100 J AN (637 N). ZMHT 1. 132 A/
100 5 AN (733 N) Thol=, BEFRT, &
FEAEIRAY 40 1% £ CTOFHE T, FEARIT O
WZE <, 45 Bl BT d & LI
REL hr@mzERrLE (K1),

5.0 500
g:t.s 450

840 YIe— 400 2
%35 --o-- Women O 350 8
530 300 S
E25 250 2
< H
220 200 §
g g
§1.5 150 »E
£1.0 100 %
205 I I 50 3

0.0 = i 0

PP b Rk P o o b R P D P AD
N q«“-@’m“qf""a“%“ﬂwh"y@@'@foﬁ1

At Risk {/million) Age at diagnosis

Men 289 303 31.2 33.6 37.8 435 47.8 45.3 40.6 398 455 47.1 414 360 719
Women 27.4 288 29.7 32.2 36.2 41.6 45.7 435 395 39.1 452 47.8 434 39.7 1080

H1 BREHEATICLLMESR CID DEBSH
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Yaguchi H, Takeuchi A, | Amyotrophic lateral J Neurol Sci 372 444-446 2017
Horiuchi K, et al. sclerosis with

frontotemporal
dementia (ALS-FTD)
syndrome as a
phenotype of
Creutzfeldt- Jakob
disease (CJD)?: A case
report.
Kobayashi A, Matsuura | Sporadic Creutzfeldt- |Brain Pathol 26 95-101 2016
Y, Iwaki T, Iwasaki Y, |Jakob disease MM1+2
Yoshida M, Takahashi |[and MM]1 are identical
H, Murayama S, Takao |in transmission
M, Kato S, properties.
Yamada M, Mohri S,
Kitamoto T.
Hamaguchi T, Significant association |Acta europathol |132(2) 313-5 2016
Taniguchi Y, Sakai K, |of cadaveric dura
Kitamoto T, Takao M, |mater grafting with
Murayama S, Iwasaki |subpial AB deposition
Y, Yoshida M, Shimizu |and meningeal
H, Kakita A, amyloid angiopathy.
Takahashi H, Suzuki
H, Naiki H, Sanjo N,
Mizusawa H, Yamada
M.
Cescatti M, Saverioni |Analysis of J Virol 90(14) 6244-54 2016
D, Capellari S, Conformational
Tagliavini F, Kitamoto |Stability of Abnormal
T, Ironside J, Giese A, |Prion Protein
Parchi P. Aggregates across the
Spectrum of
Creutzfeldt-Jakob
Disease Prions.
Sanjo N, Kina S, Progressive Multifocal ~ |Intern Med 55 (12) 1631-5 2016
Shishido-Hara Y, Nose Y, |Leukoencephalopathy
Ishibashi S, Fukuda T, with Balanced CD4/CD8
Machara T, Eishi Y, T-Cell Infiltration and
Mizusawa H, Yokota T. Good Response to
Mefloquine Treatment.
Mizusawa H, Kuwata K.  |Forward PRION 2016 Prion 10(4) 265-6 2016

Tokyo Declaration.
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Mizusawa H, Kuwata K, PRION 2016 Tokyo Prion 10(4) 267-8 2016
Simpson D, Sodeno N, Declaration.
Deslys JP, Doh-ura K,
Solvyns S, Takahara K.
Takeuchi A, Kobayashi |Distinctive properties |Lab Invest 96(5) 581-7 2016
A, Parchi P, Yamada of plaque-type dura
M, Morita M, Uno S, mater graft-associated
Kitamoto T. Creutzfeldt-Jakob
disease in cell-protein
misfolding cyclic
amplification.
Oshita M, Yokoyama T, | Efficient propagation |Transfusion 56(1) 223-30 2016
Take1 Y, Takeuchi A, of variant Creutzfeldt-
Ironside JW, Kitamoto |Jakob disease prion
T, Morita M. protein using the
cell-protein misfolding
cyclic amplification
technique with
samples containing
plasma and heparin.
Urata R, Toh T, Scalp-recorded-EEG- |J Comput Sci |9(2) 38-44 2016
Nakawatase A, based BFCN for Syst Biol
Yamazaki T, Kuroiwa |diagnosing AD and
Y, Baba Y, Fujino K, FTD patients and
Kurokawa T. observing their
prognoses:
Preliminary results
Hirai T, Kuroiwa Y, Adverse effects of Autonomic 53(1) 49-64 2016
Hayashi T, Uchiyama |human papilloma Nervous System
M, Nakamura I, Yokota | virus vaccination on
S, Nakajima T, central nervous
Nishioka K, Iguchi Y. |[system: Neuro-
endocrinological
disorders of
hypothalamo-pituitary
axis
Aratani S, Fujita H, Murine hypothalamic |Scientific 6:36943 | DOI:10.1038/sre | 2016
Kuroiwa Y, Usui C, destruction with Reports p36943

Yokota S, Nakamura I,
Nishioka K, Nakajima
T.

vascular cell apoptosis
subsequent to
combined
administration of
human papilloma
virus vaccine and
pertussis toxin
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Taniguchi-Watanabe S, | Biochemical Acta 131 267-80 2016
Arai T, Kametani F, classification of Neuropathol

Nonaka T, Masuda- tauopathies by

Suzukake M, Tarutani |immunoblot, protein

A, Murayama S, Saito |sequence and mass

Y, Arima K, Yoshida M, |spectrometric analyses

Akiyama H, Robinson |of sarkosyl-insoluble

A, Mann DM, Iwatsubo |and trypsin-resistant

T, Hasegawa M. tau.

Kovacs GG, Ferrer I, Aging-related tau Acta 131 87-102 2016
Grinberg LT, Alafuzoff |astrogliopathy Neuropathol

I, Attems J, Budka H,
Cairns NdJ, Crary JF,
Duyckaerts C, Ghetti
B, Halliday GM,
Ironside JW, Love S,
Mackenzie IR, Munoz
DG, Murray ME,
Nelson PT, Takahashi
H, Trojanowski JQ,
Ansorge O, Arzberger
T, Baborie A, Beach
TG, Bieniek KF, Bigio
EH, Bodi I, Dugger BN,
Feany M, Gelpi E,
Gentleman SM,
Giaccone G, Hatanpaa
KJ, Heale R, Hof PR,
Hofer M, Hortobagyi T,
Jellinger K, Jicha GA,
Ince P, Kofler J, Kovari
E, Kril JJ, Mann DM,
Matej R, McKee AC,
McLean C, Milenkovic
I, Montine T4,
Murayama S, Lee EB,
Rahimi J, Rodriguez
RD, Rozemuller A,
Schneider JA, Schultz
C, Seeley W, Seilhean
D, Smith C, Tagliavini
F, Takao M, Thal DR,
Toledo JB, Tolnay M,
Troncoso JC, Vinters
HV, Weis S, Wharton
SB, White CL, 3rd,
Wisniewski T, Woulfe
JM, Yamada M,
Dickson DW.

(ARTAG): harmonized
evaluation strategy.
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Hatsuta H, Takao M, Reduction of small J Parkinsons 6 325-34. 2016
Nakano Y, Nogami A, |fibers of thoracic Dis
Uchino A, Sumikura H, |ventral roots and
Kanemaru K, Arai T, |neurons of
Itoh Y, Murayama S. |intermediolateral
nucleus in parkinson
disease and dementia
with Lewy bodies.
Ito S, Takao M, Histopathologic J Neuropath E
Fukutake T, Hatsuta |analysis of cerebral xp Neurol (in p
H, Funabe S, Ito N, autosomal recessive ress)
Shimoe Y, Niki T, arteriopathy with
Nakano I, Fukayama |subcortical infarcts
M, Murayama S. and
leukoencephalopathy
(CARASIL): a report of
a new genetically
confirmed case and
comparison to 2
previous cases.
Morimoto S, Takao M. |Simultanous skin, J Neuro. Sci. G
Murayama S. nerve and muscle n press).
biopsy of neuronal
intranuclear inclusion
body disease.
Hayashi Y, Iwasaki Y, |An autopsy-verified Prion 10(6) 492-501. 2016
Takekoshi A, case of FTLD-TDP
Yoshikura N, Asano T, |type A with upper
Mimuro M, Kimura A, |motor neuron-
Satoh K, Kitamoto T, |predominant motor
Yoshida M, Inuzuka T. |neuron disease
mimicking MM2-
thalamic-type sporadic
Creutzfeldt-Jakob
disease.
Takatsuki H, Fuse T, |Prion-seeding activity |E Bio Medicine |12 150-155. 2016

Nakagaki T, Mori T,
Mihara B, Takao M,
Iwasaki Y, Yoshida M,
Murayama S, Atarashi
R, Nishida N, Satoh K.

1s widely distributed in
tissues of sporadic
Creutzfeldt-Jakob
disease patients.
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Hayashi Y, Yoshikura |Preserved regional J Neurol Sci 370 145-151. 2016
N, Takekoshi A, cerebral blood flow in
Yamada M, Asano T, the occipital cortices,
Kimura A, Satoh K, brainstem, and
Kitamoto T, Inuzuka T. |cerebellum of patients
with V180I-129M
genetic Creutzfeldt-
Jakob disease in serial
SPECT studies.
Schmitz M, Cramm M, |The real-time quaking-|Nat Protoc 11(11) 2233-2242. 2016
Llorens F, Miller- induced conversion
Cramm D, Collins S, assay for detection of
Atarashi R, Satoh K, human prion disease
Orru CD, Groveman and study of other
BR, Zafar S, Schulz- protein misfolding
Schaeffer Wd, Caughey |diseases.
B, Zerr I.
Nakano Y, Akamatsu |Sequential washing PLoS One 11(5) 0156058 2016
N, Mori T, Sano K, with electrolyzed
Satoh K, Nagayasu T, |alkaline and acidic
Miyoshi Y, Sugio T, water effectively
Sakai H, Sakae E, removes pathogens
Ichimiya K, Hamada from metal surfaces.
M, Nakayama T, Fujita
Y, Yanagihara K,
Nishida N.
McGuire LI, Poleggi A, |Cerebrospinal fluid Ann Neurol 80(1) 160-5 2016
Poggiolini I, Suardi S, |real-time quaking-
Grznarova K, Shi S, de |induced conversion is
Vil B, Sarros S, Satoh |a robust and reliable
K, Cheng K, Cramm M, |test for sporadic
Fairfoul G, Schmitz M, |Creutzfeldt-Jakob
Zerr I, Cras P, disease : An
Equestre M, Tagliavini |international study.
F, Atarashi R, Knox D,
Collins S, Haik S,
Parchi P, Pocchiari M,
Green A.
Mori T, Atarashi R, A direct assessment of |Sci Rep 26(6) 24993 2016

Furukawa K,
Takatsuki H, Satoh K,
Sano K, Nakagaki T,
Ishibashi D, Ichimiya
K, Hamada M,
Nakayama T, Nishida
N.

human prion adhered
to steel wire using
real-time quaking-
induced conversion.
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Cramm M, Schmitz M, |Stability and Mol Neurobiol |53(3) 2189-99 2016
Karch A, Mitrova E, reproducibility
Kuhn F, Schroeder B, |underscore utility of
Raeber A, Varges D, RT-QulC for diagnosis
Kim YS, Satoh K, of Creutzfeldt-Jakob
Collins S, Zerr 1. disease.
Schmitz M, Ebert E, Validation of 14-3-3 Mol Neurobiol |53(4) 1896-904 2016
Stoeck K, Karch A, protein as a marker in
Collins S, Calero M, sporadic Creutzfeldt-
Sklaviadis T, Jakob disease
Laplanche JL, diagnostic.
Golanska E, Baldeiras
I, Satoh K, Sanchez-
Valle R, Ladogana A,
Skinningsrud A,
Hammarin AL, Mitrova
E, Llorens F, Kim YS,
Green A, Zerr 1.
Fukui Y, Hishikawa N, |Peripheral arterial J Neurol Sci 366 94-99 2016
Shang J, Sato K, endothelial
Nakano Y, Morihara R, |dysfunction of
Ohta Y, Yamashita T, |neurodegenerative
Abe K. diseases
Hishikawa N, Fukui Y, |Clinical features of Geriatr Geronto |[Epub [Epub ahead of|2016
Sato K, Yamashita T, |incidental mild 1 Int. ahead of|print]
Ohta Y, Abe K. cognitive impairment print]
and dementia in a
population-based
study
Honda H, Matsuzono |C-terminal-deleted J Neuropathol |[Epub [Epub ahead of|2016
K, Fushimi S, Sato K, |prion protein Exp Neurol ahead of|print]
Suzuki SO, Abe K, fragment is a major print]
Iwaki T. accumulated
component of systemic
PrP deposits in
hereditary prion
disease with a 2-bp
(CT) deletion in PRNP
Codon 178
Yoneyama M, Mitoma |Ambulatory gait Transactions on |24 817-826 2016
H, Sanjo N, Higuma M, |behavior in patients Neural System
Terashi H, Yokota T. with dementia : a and Rehabilita
comparison with tion Engineerin
Parkinson’s disease g
Kanatani Y, Tomita N, |National registry of Neurologia med |57 1-7 2016

Sato Y, Eto A, Omoe H,
Mizushima H.

designated intractable
diseases in Japan:
Present status and
future prospects.

ico-chirurgica
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Nakatani E, Kanatani |Specific clinical signs |Eur J Neurol |23 1455-1462 2016
Y, Kaneda H, Nagai Y, |and symptoms are
Teramukai S, predictive of clinical
Nishimura T, Zhou B, |course in sporadic
Kojima S, Kono H, Creutzfeldt-Jakob
Fukushima M, Kitamoto | disease.
T, Mizusawa H.
Sriwilaijaroen N, A novel potent and J Med Chem 26;59(10) |4563-77 2016
Magesh S, Imamura A, |highly specific
Ando H, Ishida H, inhibitor against
Sakai M, Ishitsubo E, |influenza viral N1-N9
Hori T, Moriya S, neuraminidases:
Ishikawa T, Kuwata K, |insight into
Odagiri T, Tashiro M, [neuraminidase-
Hiramatsu H, inhibitor interactions
Tsukamoto K, Miyagi
T, Tokiwa H, Kiso M,
and Yasuo Suzuki.
Ali F , Yamaguchi K, Logical design of an Cancer Science [107(9) 1321-8 2016
Fukuoka M, Elhelely |anti-cancer agent
AE, and Kuwata K. targeting the plant
homeodomain (PHD)
in Pygopus 2
Kabir A, Honda RP, Effects of ligand Protein Sci 25(12) 2132-2141 2016
Kamatari YO, Endo S, |binding on the
Fukuoka M, and stability of aldo-keto
Kuwata K. reductases (AKR)
Kabir A, Endo S, Evaluation of J Biochem 161(2) 215-222 2016
Toyooka N, compound selectivity
Fukuoka M, Kuwata K, |of aldo-keto reductases
and Kamatari YO. using differential
scanning fluorimetry.
Endo S, Takada S, Instability of C154Y Chemico-Biologi |pii: 30758-X 2016
Honda RP, Miiller K, variant of aldo-keto cal Interactions |S0009-
JWeishaupt JH, reductase 1C3 2797(16)
Andersen PM, Ludolph
AC, Kamatari YO,
Matsunaga T, Kuwata
K, El-Kabbani O, Ikari
A.
A L KD E hO7 Y A I |Pharma Medica |35(2)2 15-19 2017
oY7Lk -
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YINSE X RES T A 7Y AP |Pharma Medica |35(2)2 27-9 2017
ISE At E OBRENCET D7) A | R 44 (4) |688-94 2017
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PRION 2016 Tokyo Declaration

Prion diseases or transmissible spongiform encephalopathies (TSEs), such as Creutzfeldt-Jakob disease
(CJD) in humans, are szv2re, devastating and intractable diseases. CJD is a rapidly progressive
degenerative brain disorder that leads to dementia and other neurological symptoms, resulting in death,
usually within months. It is a lethal disease with 100% fatality rate and there is no medicine available to treat
the underlying condition. Most CJD cases are sporadic and of unknown arigin. There are also hereditary
forms such as familial CJD, Gerstmann-Stréaussler-Scheinker syndrome and Fatal Familial Insomnia and,
rarely, cases have been caused by medical treatmenis such as human dura mater grafts or human pituitary
derived hormores. Prion diseases are due to infectious agents and are found in many animal species,
including sheep, cows, dzer, and cats, as well as hurnans.

Prion diseases are believed to start when a normal prion protein converfs (o a lransmissible (infective)
abnormal prion protein (‘prion™), which then destroys nerve cells. Three Nobel Prizes have been awarded in
this narrow field of science (DC Gajdusek 1976, S Prusiner 1997, K Withrich 2002), but many aspects of
prion diseases, such as how normal host prion profeins are converted to abnormal forms, how they aie
transmitted and how they make neurons degenerate are far from being fully understood.

Prions can be transmitted through food. In 1996, the world was shocked when the first cases of youny
people developed variant CJD and this was attributed to having, years earlier, eaan foods contaminated 3/
pricn of bovine spongiform encephalopathy (BSE, also known as mad cow disease). Despite a strony
mobilization of the scientific community many issues remain uncertain, including the precise origin of B&GE
prions, the mechanism of infaction of young adults through food and whether other animal prion diseases
may pose a risk to the human populaticn. This includes atypical BSE and chronic wasting disease in dser,
because prions from these animal diseases can be transmilted experimentally to primates or humanized
mice, and because, unlike classical BSE, strategies for eliminating these diseases have not yet been
established

In addition, recent studies on proteins that aie linked to the main neurodegenerative diseases such as
Alzheimar's disease and Parkinson's disease (respectively AB protein, Tau protein and o -synuclein
protein), have demonsirated these all also share characteristics with prion proteins, notably
auto-aggregation self-propagation and induction of lesions in animals. These findings suggest that these
types of neurodegererative diseases may also be discovered one day as polentially transmissible. They
alsc indicate that research on orion mechanisms cean bring unique insight on other devastating diseases,
which are cammon in humans.

We the participants of PRION 2016 including physicians, veterinarians, researchers, scientists, patients,
patients’ families, industries, and government staff all agree this is the right time to further increase ouir
efforts to overcome prion diseases.

For this purpose, world-wide and ntimate cooperation is essential for many reasons including the rarity of
the diseases, the evidence of infectivity and the absence of any treatment. The numbers of researchers,
physicians, and experts of Prion diseases are limited. In addition, the decline in the number of variant CJD
patients and BSE cases In cattle may lead people to misunderstand and wrongly believe that Prion diseases
are diseases in the past, whereas prion mechanisms appear to be in fact a critical target in developing new
strategies against neurode:gerierative diseases.
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Here we declare the following statements under the name of PRION 2016 Tokyo Declaration.

I. We should aim to increase and improve the understanding of prion diseases in the general

population.

I. We should facilitate more research to elucidate prion mechanisms, develop new treatments

and finally overcome Prion diseases.

Il. We should promote more international collaboration to pursuit this goal.

May 10, 2016

President, PRION 2016
Hidehiro Mizusawa

President, APPS 2016
Kazuo Kuwata

Co-Chair, CJDISA
Deana Simpson

(’.}4—'\ Ny ’\/[‘_g)/:—f“\.

Co-Chair, CJD Support Network Japan
Naoetsu Sodeno

APPS: Asian Pacific Prion Symposium
APSPR: Asian Pacific Society of Prion Research
CJDISA: CJD International Support Alliance

President, NeuroPrion
Jean-Philippe Deslys

A S A4

President, APSPR

Katsumi Doh-ura
- S

Kt (Mo

Co-Chair, CJDISA
Suzanne Solvyns

7
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Co-Chair, CJD Support Network Japan
Kazuvuki Takahara

Jaguplic Jokohuna
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11:25 2-11 tAXEz TVFUROEBREFRARCATHLNVERET ILEORS EFIEER
11:38 2-12 INKER BREICE DAY TN YITHEDHE INAE SR
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[TV RRBRIED IV AELE D 5 FRAERER AFUARRACRT 3R] :
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14:48 2-22 o FRE VA AO AR R EHBOMBPLTNICE SCARERSR LI
15:01 2-23 S BEIME LRI T HAREREOERARSLVERKICA BTE Al
15:14-15:29 " @
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’ _ P TS REREREDREDE, BAIKSE: mEo
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1. TUFUROY—RA SR ERARICET HEEELSERE 13:00~13:05
EIfEH - RERARE 2 — KERF

2. HHAED T A UFERE 13:05~13:20
R T B & G2 R BB T SRR FH F
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BERMXEMEERE V2 —ARBLEE FIIEN
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EiEM - EERARE 2wk SRR BX B
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B - RERARE 2 — KERF
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A% KEEF (B - #RERMEEVZ—)

6. TUXAUIRDA VT b EBRETFHXE 14:30~14:50
RRXRZFEFAMERRE =8 #15E

1. "=F VY URIIETEHa X0 LA oDRREMN 14:50~15:10
RREEFHRETRRA KBNIIRA

8. TUF URABREREOERK  hAE & B 15:10~15:30
RIEXZXRPREFRFARER BE X

9. BEDIEMEMESR (CWD) DILK & T D*EK 15:30~15:50
BE - BRREXRMNRAMEREDME LR U F

10. #EEH 15:50~16:00

160



FRBEETVA VROV —RA SR EHRKRICHT 5LERLERE

EiF - AREERMREE Y —
IKFEHF

COLEHEIEREBL. EEFBEHAMAERRMESTEOTIA VRO
Y—RASVREBREFHICET IAEARMICMAEED T ) A 2R
RMIZETI2ARARZ. ARICEEOHEFRICEFEHT) A URIES
EfEGLOUITTBRIELAEFDEBERICIEA. BHREZHXFILHELELBICERR
BETVL., DABLEROTVA VHEOEEIZOVWTOEMBERD, HKE
FHERET S LEZBMEL TS,
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—RASUVREBEBEBRDATEROLLEGLT., AIZThbnTLV=BR
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ETHhd,

SHEEIE. 20165 A 10~13 HICHRROEMBE L V2 —I[CTEHEESR
PPRION2016 #BAfE L= = A, 5 B 10 HIZIX OECD & E{EDEMID T A >
RO URTDDL, 11 BIZEESRREZERFHEDBSEEER T F—. 7~
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ROXEEREERRIL 445 N.)

BE.TIFUREDS>5, £ FRREBREEBEICLS7 04 YT o)L k-39 (CD)
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(ERL 2] FERBROIMBREETRT 2 A.)
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REXEERREEWELG LT, FHNEMEZORBMEOCHREH - XIELU 42 —BA
[Zxt L. CID ICBHT HEEEZ —&BITo>TLVS,

T, BEMFEZF/O04 VI Lk - YO JRBYESRE (KAL) 245 1 RIEEREL.
CD IZRE T 2 EHFBEHMO A FLBEHRINEARFDOTEEEZR > TS,

(2) CDDY—ARALSURARUPTY RV BREAEEE] 16T ET7+0—7 v TEFIZDOLT

CD IZDN\TIL, EEBELLEDERTAICEIVEREORENKEE L-EELICLDHREK
NiThnTE—A. OREROERSDLT LEBALHTEL., QFMH1H S WL IEFMdIc
T2 CD DERIMNTELRL, ZT&HD CD BEFICHW-FHRESOFAIZ K 5 ELE
DYRIDPERIZTBEETETHVEENH D,

ZDEH. 1TV RO —RA SR EBREFHICET HHEME] BOTIZ, TH—
RASGVRAZER| ECDA VLT MEER] ZFREL. ZRZRED 1) XV RETREM
I 074+0—7y TKRIZOVWTHERIREFTS> L& HI2, UE LTz CID RAEAEH DIER
EDBEZTL., ARGBRREFEEARFZR > TS,
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TIFURDES - OHAEDY—RA( 5 U RABREBIDRR

hffiF— D, ORLIEST V, AM—B1 2, =fREX?, tFEz 9, \WBIEZ)Y,
BA B0 KERFO

1) BBERKZEARBAEFHE, 2) RAERKERE/ MR,

) RAEMERI KFRFHRER R SIS RAR R (FHEAEL),
ARIAKRFARFREFRARH - EFHHERESAERMR L 2 —T )4 im0
718 —, 5| ERRFARFREFZMARINEL - #HEREA(FHIEARE), 6)JHII1T
BUENEILEH - fEERMZE T o 7 —mENE

1999 4F 4 A~2016 & 9 ADEMIZAY —R A 5 U RRESHEUF L1=1EHRIT 5711 Bl(EEH
ZE0)THY., BEF 9 Ao 1 FRITBe HlEMLT-. CDS>BEET2917 4 (1 F/HET 321
filEM) NTVAARE LTH—ARA T URFERTRO LN, T—AR—X([TEFINTL
b, cNbDT—2ZRAWTHIRIZEITE TV A AJaDEHEEBRALMNL, EINETORE
BRRERZTHET 5,

(RRBFHOERMER] 2000 FLRE, RRBFHIELEML., R TIX 2011~2013 FIZE
— I HEEIN TS (1L 2013 F0D 249 i, RUVT 2011 FD 242 ),

[(BREE] 2014 F (Ef) IZHIT5FEMEEAIORERAD 100 A ARER)EZEN T 40-
49 % : 0.2, 50-59 7% : 1.5, 60-69 &% : 3.2, 70-79 i% : 6.8, 80 LA L : 4.6 (£4AT 100 FARE
23 N) &, Fne & HITHE L GRAERMNR ST, 2000 FLIFDOREEBEFEDHER(E. 4049 %
H LU 5059 HDFEHRB TIEIEHFOHREIVEDIZH L., Tk Y ELVERE(60-69 . 70-79
. 80 ML) TIIENT AERIA R Stz

[1EE] 2K DS 5B 1161 Hl(43%). TH 1656 H(57%) THho1=. 80 MULZREITART
DEHMERTEZOAOHT-Y DEFHELNB LY LEMERAEDH LN,

[FRAERI] FMFEME CID(sCID)2248 f5l(77%). ZEEE! CD1 I, FEIERSHERE B S CID(dCID)88
(3%). FKIHEME CID(FCID)AST $5(16%). GSS 106 5ll(4%). FFI 4 . EIEME T ) A iR(FERAZER)?2
5. HFERTE CIREERUINEFD D11 HITH>T=,

[(RIFER] HREINDOTFHRFRERGIZERE) X, sCD 69.4(9.9)#%. dCID 58.0(16.1)%. fCID
71.9(11.3)#%. GSS54.8(10.5)#% TdHo1=o

(FET-BOHEHS] BAEZSHTIRRMET 2469 ADFELEMIEESINTINS, RFENDIET
F TOFHHABAZERE)X sCD A 165(15.2)A LZz B <. RULNVT daD 23.2(28.8)A. fCID
24.1(24.7) B TH 1=, GSS 1L 665(53.4)8 LxbEMNOT=,

B 4E] WHO 75815 D < SEROFEEREILFRAER I sCID(FESE : 11%. | XIZHESEH: 76%.
SELMA - 13%), dCID(44%. 39%. 15%). fCID(14%. 84%. 2%). GSS(11%. 86%. 3%)THY. T
R T DIFEETHEEYH 5 LNKIFIFFHEEBIHEAD 80% LU L% HT=,

[Z1i2] ZIREERTSE T 14%(FET=H 2469 AD S B 358 A) Tdh 1=, dCID %> fCID (& sCID
& LB L TEIREADOF L MERA R SN,

[dCID DZERE] IRERRETIL 88 FIAACID & L TEAY—ARA S URT—R(ZEEZINTNSA,
BRATOCOMOEREERECE VWV THERBIERZ AT S Lo -EEZEH D L.
2K T 152 0D dCD AHEESNTLVD, RS HEZEZ (T HIRE & 75 > F-fRREILikiER 69 i
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THo1=, dOD FHREDKFE L 1987 FOEFEIESEZEELRIBEZZT-ETHY. ¥
HEAD CID BEF TOTHIHRMIIIRRMET 161 v A (ZEERE 79 v A) L REHULIT BIEMRA
Bl antz, COMICTERSEDMTREEN HHREFIN 13 flHY . JRE. H—_ISUREE
KTREBEWNEFTH D,

3 @k : Nakamaura Y, Ae R, Takumi |, Sanjo N, Kitamoto T, Yamada M, Mizusawa H. Descriptive

epidemiology of prion disease in Japan: 1999-2012. Journal of Epidemiology 2015; 25(1): 8-14.
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