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K8

2020 (%f2) 4 5425H

TV VRO —RASURER
[2020 (ff02) & 2AMMEY— A VAREESR]

JE A G5 B B AT TR B e BETR MR IR R e AR AT 9 5 36
(VA RO —_A T A& YT B+ 2 3 A& 0T 58 BE

(7 ]

FERBIREMIEFERFOBRICHAFAEMAZELZRMT LI LIZ2>TWVDH A, 1999
(CERE 1) AFE XY, RAORE (RAELGEICEFREORE) REoni7 U 4 VK
TR DOZEE ORIKH AN ZIXEATTBE FF &S TERMED A L ARG T
LA BE (LLF, TAFZEEE) & o, 2010 (CERk 22) 4FE XY 17U F o —
NA T ARG TRICET 2RAENRIE] ~BIT) xS, 7Y F R OIEICTE
MENDLZ Loty MIEHTIZZaAY 7L b s VAT —_A T XAEBE%
REL, ZTOoHRTEEEZ 10 70 v 71200 THENE, BB R EoBEMELZ Y —X A F
VAZAFEBELTHRBEL, SHLICKBTEMEO Y F oMY HEME (HEHEYEMRE) o
W %43 T, HWOBEICRT 2 EREICHET D EE R E) S H D < R E E R B Rkl
FEHE (UIATIZA R BRI R EE) OBICRMN S 2ERAEEAECTHERLISE LN
CHREICOWT, FANE L TEMBEEZIT-> TS, £72., 2006 (ERE 18) FE 2 5% &K
YIE DO T R OUEYLE O BF TR T 2 ERICE T M GRYPEEE) X S0»TRITH
LNTRIEMICOVNTE, RAIEOLETHEN G ET DL HIIChoTz, T2, HEZITH
DB =S FTURAFERT VA VY EME (HFHE Y EME) NLm L 2ERIC
DONTHRKICHEL TS, IHIZ, FP—_"A T 2D—RELTLREDOHKENL
VA VB RELONLDIBFICONT, BE(HDHVWIEFEKR)OREBEODL &IZT ) A EABERG
TREOKENSEIEKRZIC, MEMK~— VIV —RBOERKEINRBRFZICEELONDLI N, &
OFEHRDBFABICIEA LTS, 2B, DEOFAEBEFTVWITNLEE (b2 WIEEE) OFE
MELNEZEARICORFERL TV 5,

=R FZUAFZEEFEMOICHBINLIMEHROY —X A T 2AFES (LLF, £
B o) THMMAEREZAREL, ZESTEIoRELZ L LITfxDBEHFIZOV
T, 2WromEMNE, RIA (MG - G650 - BEEMA 2 E] DR MZ21T-> T 5,
EHICUEDE IR FREEZRTEESNTZEZICOVWT, LA ZBRVCEHHICZZ
EREREICRAEZEZEM L, TOBRORNEZBIL TV 5,

7. 2017 (FRk% 29) 4 4 H X VW Japanese Consortium of Prion Diseae (JACOP) (Z
X5 70U F v o B REWAE L EBE L THAEEHED T WD
(http://jacop.umin. jp/jacop. html),

AHETIE, TNETHHEINTE T —XITMA, 2020 (Ffn2) 2H6H, 7H
DO2HMICES THREBEINTEY—_XAF7 UV AFZBES TR INT/EREZMZ 2B ZWwE

1 141



T2,

[ R

1. 1999 CFR 1) 44 0 1 B2 5 2020 (5F12) 45 A % TIHFZEHESFH R T I3 R H
EMAESAY =R T 2 & T T THB LT 7637 fF (REHIZET) Off
WE/BTND, 2055 2020 (Ff2) E2H7HETICAR 3716 ART U A e L
TH—_A FUAFERETROLN., BERSh,

2. R1LCEGEBEFEOME - BFEONMAE T, BHEIL, B&HA2E T 2013 (ERL 25)
290 Bl TR B Z <, RWT, 2014 (CERE 26) 4 (287 fil) | 2012 (SRl 14) 4 (259
) . 2015 (CEAk 27) & (256 %) 72> TW5, £ 1IZART LD ICEE (2016 [FhAk 28]
FELRE) TWEFICAOBRRFICEDZ 7Y 720 - Ya 7o E OTFREEN
LD, SHBEBERLWZ D2 WEENS D,

R2ICHEWBHIFERBEFEREBBELZRT, 60 %L ETITWTFNLOERBERICENTDH
2000 FERATF E B L CHRIPOBESR, REEO LAMNRONT, 3ICAODHTD OB
FEaME - EWBIC AT, BkEDL T0BRTADDZYOBREHENHR LS o7, 39 W%
UTFE 80 il EZBRWTTRTOEMBHR TCLOANNDHZY OBEFHENBIZEHEITEZ N
EmABEINTZ, BB ZOREITREBRELEL A0 (2015 [Fak 27] FEBFHAEAND)
TlRLEZEL DO THY , FRIOBERL TR D,

3. R AT TN R O F oy A & R BRI R 97, BERIES 3716 Bl D 5 LI v A Y 7 =
k¥ 2T (BLFL TsCID) &\ 95) 28 2845 i (77%) | M/ v A 7 xb k-
YaTIREITIPOLEERAM 704y 7 )k« Fva7yE (vCID) Z W T4~ C A
AL (LLF. [dCIpy &wvw9H) 91 fl (3%) THD, BTV A UKD I bitiaiks
Ay 7=k YaTR (LT, [gCID) &9 ) 61l fl (16%., Zd 5 H 598 fil i
TVAVEABBFOLERPERINTND, BHIEIZa LY Tz - ¥ a7 HoEE
BEATHEAT, 7V AYEARBTOLERB RS BETFRRECTHS) | 1%
f~r e ZAbBARXT— v A H—9K (LLF, [GSS) &Ww9H) 28 149 4] (4%) .

FEMEF M ARIREE (ML F. [FFI) W 9) R4l Tho7m, - CIDIEHELTVD O
DTV I EABIBFREPOMEBMEEORB T2 E THEREOENEF 15 BIFLE
T2, ERETHRLI L T0RROBENES L. BWHEEOFLLERIT69.3KTH o7,
56 973 5 4F i D P 2513 dCJD J Y GSS 28 50 &AL T VBT 2 R B v,

T YA UIRORRIENNC BB - TR O MBUHE L £ 5 CRT, Ak, HEEOHERAN
2017 FEPDHFEINTZLD . ARIFLVAEE TEH S NTLBEOLZEFFL TS,
K6 EMOMR TFTROHBBEZ 7T (6 bHBAOHLOEFHTHD)

4. 7V A CERBRETFREF6T0FTEBSATEY, 2055 748 fl N EEET Y 4
YIRELTHESN TS, B FEROFFEMEZ K 7ICRY, codon 129 & codon 219 O
DA ERBERBEE, MBEIT e Y T b - v aTg () & aHEERICER S ITR
To 2B, BT LEAANOT VAV EABBFOBRRITITLONA TV RN, FE TR
HRBOONTVLEDICBEROVEEHARELHY . ZZOBRERIIBTLE —
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TEERHEMRICEMETDRWVWI LIX, ERITAELN T HEEITORNL D 2RV &
HTEBELXTEY, LA, HMEBHICZOBEBETFTEROFEOBRIZOWVWTHHAZITY Z
ELTWD, HHUZOWTIE, EARAMICIEERENITI 2L ZFAIE LTWA R, HEIZ
WL TH— A T U RAEFEESLH NI LTS, MR ICITEMLICE L TEEFEOEWD
TRV T OEMELEMLTCBY, EFPOLNIEYFR— 275K EZ2EZL TV D,

5. B A Z & TBEIC 3340 AR HER I LT W5 (2020 [4F0 2] 455 A BIE),
T A IFEDOIRERICEF PO T LT TOMMOOM 2 E 9T -T, sCJD 1T 4E @%®$ﬁ
A 1SR (17.7 H) 7225, dCJD & gCJD TRRLEWHASBLZ Sz, 6SSIFRBIC
AR ERTHEOEENE - T,

6. ZMIHoBERLOWICTRT, FIMBIZRETITL3.2% TH D2, dCJD X gCJD Tk #H K
BPRLRX@mWEHRAPABEI N, 2B, HIBINTWLIA, FEZOMENPHPL T
WHEIZH L TR HRINEZ R TRV, 5% ZWHOMEEN LR L2 s NnD, %
7o, = R_RA T UAFBETHZHEEDOT-OICITHARITIEELEXTEL, FREEIC
TP R—FBERLTWD,

7. INEFTEAY—RA T U ATEGINT-HERBHIELZ A9 5 CIDIERF (dCJD) 1

AR TEIICEHINALTHD, SHOZESTEHLICBREINTIEL X2 o7,
ARITHEEBEELZ AT 25 CID BREOH - 2BEIT oD T, bAETHHL T

HWEBAEIE 2 AT 5 CJD BEFE ORBICEALIT v, FEMIZ DWW T FRe s 73 LLRT O #
EEEZZRLTCWEEEZ0,

8. TNETTOHEIFT. AERELEDL T, E@TCA VX —Fy N TABRLTW?S
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R1. BEOM-REFOHM

BEXK RS (SE. AOBEHH "
8 % B E: = it
HRE -1995 7C 0) 16(C 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24(C 1) 31(C 1)
1998 23(C 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¢C 3) 70 72 142
2004 58( 4 ) 71(C 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(C 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 1M1C 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(C 7)) 144 (C 7)) 256 ( 7)) 120 143 263
2016 84( 5) 101 ( 5) 185( 5 ) 115 144 259
2017 M1C 4) 74( 4) 145( 4) 127 165 292
2018 4 ( 3 ) 77( 4) 121 (¢ 3 )
2019 17¢ 1) 14(C 1) 31( 1)
& 2 4 6
it 1605 ( 100, 43) 2111 ( 100, 57) 3716 ( 100, 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
E) HEIAE% (MIE R ADBRTEEZ100%I7E5E N E18HD)
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R2. BEOEMARFEDSZM

Fi (%)
-39 40-49 50-59 60-69
=R N = A0
BEW  BEEMN (FA) BEE? BEHK (FAN) BEE BEMN (FA) BEE

RIRE 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 13 28 15,406 18
2003 5 6 15,566 04 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 14 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 1.3 65 15,677 41
2007 2 5 15,685 0.3 20 18,324 1.1 37 16,216 23
2008 3 7 15,908 0.4 14 17,495 0.8 52 16,901 3.1
2009 3 7 16,127 04 29 16,712 1.7 60 17,698 3.4
2010 4 6 16,617 04 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 36
2012 0 6 17,400 0.3 27 15,469 1.7 73 18,349 4.0
2013 0 5 17,794 0.3 22 15,295 1.4 81 18,262 4.4
2014 2 7 17,943 0.4 30 15,268 2.0 80 18,027 4.4
2015 1 3 18,306 0.2 20 15,429 1.3 70 18,200 3.8
2016 3 8 18,678 04 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 — 41 —

2019 0 0 — 3 — 5 —
43 45 96 317,695 0.3 437 328,852 1.3 1028 319,299 3.1

FH (%)
70-79 80- E3:3 i
A0 A0 A0
BEHK FAN) FEEE BEHK FA) REE BEH FA) BEE

FIRE 1999 22 9,629 23 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 1.4 116 125,908 09
2002 32 10,847 3.0 7 5,353 1.3 97 126,008 0.8
2003 42 11,219 37 7 5,631 1.2 117 126,139 0.9
2004 48 11,526 4.2 18 5,949 3.0 129 126,176 1.0
2005 63 11,896 53 11 6,335 1.7 159 126,205 1.3
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 1.3
2008 68 12,612 54 29 7,486 3.9 173 125,947 14
2009 80 12,670 6.3 34 7,869 43 213 125820 1.7
2010 85 12,960 6.6 42 8,177 5.1 235 126,382 1.9
2011 101 13,273 7.6 48 8,540 5.6 255 126,180 2.0
2012 101 13,595 74 52 8,914 5.8 259 125957 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 58 287 125,431 23
2015 104 14,081 74 58 9,943 58 256 129,319 2.0
2016 75 13,873 54 54 10,356 5.2 185 125,020 15
2017 45 14,423 3.1 44 10,716 41 145 124,648 1.2

2018 45 — 21 — 121 —

2019 12 — 11 — 31 —
51-3) 1356 235,682 5.5 625 142,490 4.2 3591 HHHHHHEH 14

1) ANOEEHHTHFELTERLTLSAO

2) ADO1005 A X RS

3) AAOBLUEEE(L1999~2017TETHH (2018FE UK IERIBEN SN EHBIINS1=0)
1998 F LURTIFES SN TULVE W =B TR 1 EIXEL D (D1RLY)
HRAEENBALNEHIDHEEF LT,

RIEREHTEADENCE (LTSRS
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RI3. - FHAIAODHE-YOEEH

B % AO10A A%
AO108 A%t AO10AAX BEHOMEL
BEH A0 BFEHN) EEH A0 BFEHN) (B &)
F 5 (5% (N (FA) (a) (N (FA) (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
) AOX2015FENERFERLR
RIEFRF D ER AR FEIN10ANFRHT SRS
#4. BEOME-REBERSAIEBERI
BEEITIA VR
TEETSE »¥E
M EER Bo#Hs Eint RED
SEE cJD " cJD CcJD CcJD 2 GSS FFI cJD ¥
13
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(C 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~
PNz 10 8 1 1
&t 3716 (100) 2845 ( 100) 1 ( 100) 611 ( 100) 149 ( 100) 4 15
3716 (100) 2845 ( 77 ) 1 2) 611 ( 16 ) 149 ( 4 ) 4 15
T () 69.3 69.7 57.7 72.8 545
A (= () 11.0 9.8 16.2 11.7 6.4
BEEE (&) 96 95 81 96 61
2E0(55) 15 22 15 15 46

FD T BRBEGFORRETH>TOELBIZET.
) TAVERBELGTFOEREZROELD, CIDDOREENHLFEEL. HAZERJICOHATIVIZEEND.
3)BIRBIEELAETH, BEEC (FIRAL) ICKYVEBMEREL, TV EEEGETFREAD, REEEABFLRENHS.
FEINIZ% (RIERADBRTEEHL100%(27 53N E8H D)
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RE. TEEBEEFQHBHE

PMF B
eERE cJD cJD 2 GSS

i

EITHE (REREST ”) 333( 73 ) 270 (80 ) 58 ( 58 ) 3( 17 )

EITHE ERETE) 117 ( 26 ) 64( 19 ) 40 ( 40 ) 13( 72 )

EITHETIEAL 7C 2) 3C 1) 2( 2) 2( 11)
WHOE % [Z K HAEIK

SAIO0—XR 300 ( 66 ) 260 (77 ) 34 ( 34 ) 28 )

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

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

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

BRI R IR 182 40 ) 153 ( 45 ) 27 ( 27 )

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

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

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

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

mEIMEE 266 ( 58 ) 222 ( 66 ) 34( 34) 8( 44 )
ZDHDFER

fCI - SITESE 352 ( 77 ) 267 ( 79 ) 67 ( 67 ) 16 ( 89 )

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

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

bt - BERERESE 88 ( 19 ) 66 (20 ) 16 ( 16 ) 5( 28 )

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

EEIREN 291 ( 64 ) 217 ( 64 ) 61 ( 61 ) 61 )

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

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

ANTIMEIR25{E A 1( 0) 1 ( 0)

SEVIE 2( 0) 2( 1)

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

FNTIAVEBEBEFORRETOTVEVNGIZES

2) AU ERBEGEFOEREZRHLENMN, wo@gﬁ*#‘*b%éﬁu’& .
IR X%
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®6. REMROHBRHE

MEHE Eist
2H8E cJbD P CJD 2 GSS
g PSD(HY) 194 ( 65 ) 180 ( 76 ) 13( 24 ) 1( 14
iR EREEFEHOFRIKIE (HY) 109 ( 77 ) 72 ( 81 ) 32( 71 ) 5( 71
MRL: XN EZEDSES 194 ( 95 ) 147 ( 98 ) 43 ( 96 ) 4( 44
MRL: EE#ZDSES 80 ( 54 ) 66 (59 ) 13( 45 ) 1( 14
MRI: {RIEDSIES 24 ( 17 ) 19( 18 ) 4( 15 ) 1( 14

FENFBIINOSBIIEREOEFLRETHY, REZEETHDSZEIXRILT-.
2FY, REGHEELIEMEEDFA100%ELS.

®7. TVACEHEEFERDSH

Ao ERE SEEHE B

EFEE A REE 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/Ile) 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(C 0)

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

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

180+232 4(C 1) 4(C 1)

insersion 12 ( 2 ) 12 ( 2 )

p N 16 11 5 0

&t 764 ( 100 ) 611 ( 100 ) 149 ( 100 ) 4 ( 100 )

E1D) FRINAE% (EE R ADBEZRTEEHZ100%I2HLENW . E85H5D)

2) TVAUEBELGFOEREZRDLELD, CIDDORERMNHLBFINTRAIZEEND.
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#&8. VA EHIELEFcodon 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 ¢ 0) 10( 0)
=X 2565 (100 ) 25( 100) 4( 100) 2594 ( 100)
A&t 2565 (99 ) 25( 1) 4( 0) 2594 ( 100)
Met/Met 1724 (95 ) 9( 100 ) 1(C 0) 1734 ( 95 )
MM~ O4 Met/Val 78( 4) 78( 4)
w1 )Lk-4 Val/Val e 1) o 1)
aJ%% (Big) Asf 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(C 0) 14( 0)
A&t 4276 ( 100) 144 ( 100) 10( 100) 4430 ( 100 )
8&t 4276 (97 ) 144 (3 10(C 0) 4430 (__100)

1) H—RASVATEEBFREEZTEFEIRTUEERTIIA VREBESNT-LDEED)
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& ALEDRBINSETETDHR

TEIRZ4E

PIF 4% BEoHs EinE
HEIB/MNOIET-ETOHAM (A) Edt cJD” CJD cJp? 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)
72-83 28( 1) 8( 0) 1C 1) 7C 1) ¢ 11)
84-95 26 ( 1) 8( 0) 1C 1) 7C 1) ( 10)
96-107 18(C 1) 5( 0) 1C 1) 4 1) 8( 8)
108-119 14( 0) 5( 0) 3C 1) 6( 6)
120- 29( 1) 9( 0) 2( 2) 7C 1) 11( 11)
THEFHDBED) 10( 0) 74(C 3) 1(C 0) 1C 1
=1 3340 ( 100 ) 2685 ( 100 ) 90 ( 100 ) 512 ( 100 ) 102 ( 100
T (A) 20.9 17.7 233 26.0 74.1
ZHERE(R) 238 18.1 28.2 27.3 48.6
=mA(R) 312 312 206 250 294
=/N(H) 1 1 1 2 10

FED AV EREGRFORRETOTVDVEMIZED.
2) A VERBIEFOEEFZDLELD, CIDDRIEEAHIHNEEL.
FEIMNIEL% (A ADBEFR TEETX100%IZHE5HENEEHS)
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F10. WS E

LS ESEREIY] FL Ml =k
sCJD 309 ( 11 ) 2122 ( 75 )  414( 15 ) 2845 ( 100 )
dCJD 41 ( 45 ) 35( 38 ) 15( 16 ) 91 ( 100 )
gCJD 82( 13 ) 520 ( 85 ) 9(C 1) 611 ( 100 )
GSS 13C 9) 133 ( 89 ) 3(C 2 ) 149 ( 100 )
FFI 3 1 4
KREEDEIFBRNLTLD

FEAIE% (HE R ADBEFRTEEIX100%IZE5GWEEH D)

sCJD: FIF M O Y Tz/Lh- YO TR

dCJD: WERIEREHF I 504V I)Lh-vaTfF
gCJID: EEMI/O/YTTILL-aTR

GSS: A IILART Y - AROAARS— v A H—IR
FFL: BUSEE R et AR SE

sCJD, dCJD

TEEH HEAAREFRR, FEYR40JOyMEORELEETTRIZEED)
FUoEBERE.

(X IXFEEN RERT EMNUVER T, ETHEIERERL, KR TPSDZRNHS. BIZ, =4
A—XX, #ARK HENERES, MYER - BEEREE. E9-85KEDS
H2IHBULETRY. HBHULIL. r'éib\ﬁ'ul:)\é{ﬁl’& BEik14-3-3FEQBMETE
ERERIR A 2FE R,

EF0ME - (X IZFEEG| LR RIERERT A, PSDERK.

gCDhJ, GSS, FFI
=5 AFHMGREMR, FE0REUTOYMNECRERBIETTRICEET)
FroERERHL, JIAVE EIE&%EE’EE?‘%)
[FIFFEEHBERREGOA, TV EBEGFERERD. BREKRFTRAFELAZL.
AL  JRERT R A, 7°'J7J"/§EIi%ﬁ?z’zi%%ﬁﬂﬂéhfl,\fgb\bi BIRETIA
UIRETRIR T DIRARFTREREENHS.

11
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=11. EERIEERZETLH/704Y 7L
P ol BREEDOBIEDLEELGHI-FRE

fRAE (EE) A (%)
iPiE 69 ( 45 )
Aixi H Ifn 25( 16 )
RIEHNENARE 10( 6 )
A rfn 7( 5)
I 8( 5)
E= X504 7( 5)
P 19( 12 )
=X E 7C 5)
Zni" 2( 1)
it 154 ( 100)

1) ZHEFBILE 16, SMEFETADLAD

focusPrZE F1iT 1451

FEMANIZ% (REEAOBEERTEEHE
100%(ZH W ELH D)

F12 BEEBEREEZETH/04YIILL-VATFEBEOBEFLBE, RPWETOHM

BiEN L RFEETOHE (F)

13

14

16

20

30 F&¥

&t

BiEE 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
&t 58 6 4

WWNRE=N =

NN = O

N AN =

1

12

152



1. EEREEEZE T3040V -VYaTREBEI1SIADRBEDHH

1. BEEBEEZE TS0 Y7L I TmEE1 53 NDRFRED S
16

14

12

10

(AN) 8

198519871989 19911993 199519971999 20012003 2005 2007 2009 20112013 2015
&

FHRIF2017TFEIA DY —RATURERE X THZIZICIDEROLNT-HITH D,

K2 WEBHEREZE TS 704V VaATREEZEISSADBENSRBEETCOHBOLH

H2. BEBHEEZETSY0/YTL YT 163A0BIEH SRFETOMMOS
18
16
14
12
10
(N)
8
6
4
2
0
12345678 9101112131415161718192021222324252627282930
&

FHEIZ2017HFIADH—RASUREBE R THIZICIDERDNT-HITH D,
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E k9

2020 (%f12) £10A15H

TUF VRO — RN SRR
[2020 ($f12) & 9AKKEY—RAISUVREESR

JZ A G5 B R F AT TE e B e EETA ME IR R e AR AT O 2
TUVF IO —=_A T ALY T B2 B3 % 5 A AT I8 BE

(77 ]

DRI OFEREBIRBEM R EE, BIEOHRIEICESS TV A VHEsE0HBOEREN
BAWHEEORFORICHAKREMAZLIRG T 52 LI >TNDN, w%(Iﬁ1n
FERLY, AANOFRE (FARRGECIEEREORE) "ol A Ui ox
F O i IR ﬁﬁ@kﬁiféﬁ@ﬂ%ﬁn%%%ﬁﬁiﬁﬁv4wxmm %Téﬁﬁﬁnj
BE (LAF. THFZEEE] Lo, 2010 ((ERE22) EE LY (U F U HEOY—_A T R L
@%%%K%#é%ﬁﬁ%ﬁj«%ﬁ)K%Hén\7Uﬁyﬁ®ﬁ%K%%éhé:k
Elhole, MEMTITZ e, Y 7V s PaTdRVP—_"A T U ALEESEZHFBEL, TO
HCREAY 1078y 725 THRERNE EMB 2R EOEMEZS—_A T 2F8EL
TREL, &5 %%ﬁf%@7)ﬁ/rﬁéﬁﬁi(%ﬁﬁé%ﬁ[)@%ﬁ%%f\
P OBRE I T HEFEEICEHT 2B EERE) ICE S RFEEREACH KPR (Blai
i%mﬁ%ﬁ%ﬁn%%)@%K%Héﬂé%%%E@Agfﬁﬁﬂﬁghkﬁﬁmom
T, JRAIE L CTEMPAEEZIT> T WD, £, 2006 (CFAk 18) FEN DI TEYED T
B VYL FE O BE 1T )T 2 EWICE T 2 8EE ] UREEE) ISV TRITH & e 2 fE
BHZOWVWTH, FEOLETHEMNBLET DL )R-, T, AEZITO H>BITH—
R T UAFER T VA UHHEYHEME (HHHEYEME) N8 LIIEFIZ OV T IHE
BICHBELTWS, SHit,  —_"A T 20—BL L TRAEOEKRENS 7 U 4 i MN
Fhoh2BEIZOWT, BFE(DLIVWERBE)OREOL LI A EHBRLBFREDK
R RIEKRFPIC, MEMK~ — T —HRBOERBEPRBERFICHFEELNLDLN, ZOEHRS A
BIZEHLTWS, B, UEOREITW TN BEE (HDWIEEK) ORERELILT
LI ORERL TWD,

=R T URAEFBIIEMWICHBI NSRRI OY —_ g F 2 FBS (LT, &
EﬁJEW5)T%W%EF%%ﬁiL ZFEARTEHZIOoHREZ L LIl OEBEHEIZTON
T, 2WomEME., FIA MG - BaE - @RERHA 2 E] R EORliZIT> T 5,
EHEHUEDE YR TFHREEZR THEEINEZRFICOVWT, EEHZBRVCEHNICZZ
EREB G EE 2 LML, TOHZORWZEHL TS,

7. 2017 (FEA% 29) 4 4 H XV Japanese Consortium of Prion Disease (JACOP) T
X5 70V F v o B RE R AE L EBE L THAEEZED T WD
(http://jacop.umin. jp/jacop. html),

ABETIE, TNLETHEHRINTE LT —ZITMA, 2020 (Ff12) £9H 3 H, 4 H
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D2HMICES TRHRESNTZY —NA T AZFBRX TR SN R RZINAZHIRZ &S
T2,

[d ]

1. 1999 CCFRk 11) 4 A 1 B2 5 2020 (5F12) 49 A 4 HE CoMMIC, FICHEED
REm L CHEME G L6697 ER (BEEFI 2 ET) NV —_A4 T U AEBE TR S
7o ZOI9HLAH3OBFN T FUHELTRDODLN, T—HFRXR—ZAZBFEINTND,

2. RLICBEGBEETOM - BIFFEOSMERT ., FBHAFIL, BEH 42 E TIix 2014 CFRk 26)
ES 295 Bl TR B <, RWT, 2013 (FFpk 25) 4 (292 f11) . 2012 (SFEpk 14) 4F (261
B) . 2015 (SERE 27) 4E (260 f5l) L 72> TWb, £ 1IZRT L IICHESE (2016 [FERE 28]
FELRE) TWERICADBERFICLED2 780y 7 2Lk - Y THOELTEE O TR
bHID, SHRBEEEEDEZDAREEND D,
R2ICFEMBIFERINEEREBREFELZTRT, 60U ETIEWTNUOFEBRBEHRIZIENTE
2000 FFARATY- L I L CHRIORBRFH., MEEO LANA LT,

£33 AObT-voBEHEME - FWRBICRT, Bt 10mIRTAODSbZY OBRFEK
Wi bZNnol, 39 AT & 80 Wl EZFRWTT RXRTORERBEHR TCEDOANAHIZY OE
FHPBICHARTEZWVEANBEI N, 280K MITHREEREZE A0 (2015 [FRk
27] EEBHBEALD) THRLEZLOTHY ., FEBOBRBRLITERR S,

3. RAITHIFNEFOFE oMz W BRI R T, BERIER] 3860 D 5> HLINEME/ oMY 7 =
b a7y (BLF, [sCID) &9 ) 282951 1 (76%) . #EHMEs7 o4 Y 7L b -
YaT7HRIF1IFOERERM 7 a4y 7 )bk - FaTg (vCID) Z RT3~ TRl R A
AL (LLF, TdCJD) &wvwH) 91 fil (3%) Thole, BTV A WO 5 bLEMLRME
suaAY 7z Y aTh (LLF, TgCId) W) X645 61 (17%) THoTz, Z D
ILERFITTV A VEAEBRBRFOERDNERINLTNDLFERVO 3FIFZI7r MY T 2L

e Ya7HMoORKEBEEETHIEHNT, 1TV A CEAEBTFOEREZEB DT, 12 4]
XELB T RRBETCHD) . VAR~ - AbuAf AT — v A rh—% (LLF, [GSS]
EV D) 163 (4%) . BOEMEFEMEAIRE (LT, [FFI) & W )H) BN 4FITH -7,
FLCIDEFEEL TV OO VA EABIEFREPTOMEEBMEEOHE TR ETH
HEREDODENAF IBHIGFET 2. 2RE TR ETOEROBHEOHE SN R H % (37%).
695 W O B AEER X 69. 3 % (ARl O P REIX 70 5%) TdH oo, FIEEEAEE O EH T dCID
S TV GSS 28 50 AR AR W E M 28 L B T,

T A OB EEER c TROHBRMELZRS I RT (HEO &V sCJD, #ix
P CJD, GSS DH ZRR) . MEZEOREAN 201THEENLOEFHF NI, REITH LW
HEECEHINTEBRFTOALEZEF LTS,

ROICWKEEMOMR I HTRROHMBHEZRT (6 bHHKEXOLDEFFTHD) |

4. VA VEABGBFREBIZ 2186 B THEEINTEBD, ZDIHH 802 flN&EIETY

U ELTHEBEINTWS, BRFEROEMERTICRT, BBIZEELEAADTY
FTUEHBLETORBIFITOATWARWLWR, ZRERTEERRBDOLNLTWDLEDICELGBEY
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VAVHEHESNTZEMN S  ZOROHKERITRA4LFILTLLE-H LRV, —FH T,
sCID E SN TWAHEMOTICE TV A VEHBEBLRFRENMTOA TN R2NE B WVD, B
TERCETIFEHRVGEONTZE G, BELRVOCTOEFBICH L TAFEEZ LT 2 L%
HEICEMZTDRN I LE, ERITHSF 20T 2E6KICORB 0 Ry &R T
FZATBEY, LA, HEBHNICZOBEBFEROBFOERIZOVWTHHAZITO> 2L L LT
WD, HRIZOWTIE, EAMICITERERTS Z 2L LTHDR, HLEIZIELT
P—_RA T UAFBRLWM AL TS, TEHFRIICITERICEL CEROBEVWI V&
VU OEMELBMLTEY, BENONAIEY R — b 2T K22 W5,

codon 129 & codon 219 D i3Aii & B EEH . MEMLZ v Y T =L b« ¥ aThR (H
fg) L2MEHERNICEK8ITTT,

5. BEIHAZ SO CTHEIZ 3439 ADHE T NHER I TWD (2020 [4F0 2] 4£ 10 H 15 H
BAE), BN OHEECETOHMBOS AR TT, sCIDIZAMBMDOEE N 17.6 » A7
23, dCIJD & gCJD TR WHB A BRI N7, GSSITEMIChbZ2R B2 RTHOEES
DE NS T,

6. 2WoEERLOICRT, FIMBIZEMAKTIX 13% (3860 il H 5 522 i) TH > 72 A%,

dMD%D%Hr@uﬁwﬁ$ﬁwv%mbW£m#%ﬁ§ém%w HROFEREZ S LT 460 FIN T
FURMEEM E L TEBEINTWEN GO ENHIL TWRWED 62 FlfER I,
INHOERIZONTIHERNENRITONTEY, S%ZWOMEEN ENDZ LM
RIS . Fe V=X, T U AFZESTEHZHHECT-OIZITHBRITIEELEZ X TEY

HBREBICHT D AR—FLEBBLTND,

7. INETIEARAY—RA T U ATHEEINT-HEEBMEELZ A9 5 CIDJERF (dCID) 1%
AIZ7RTEBYVARFFINHAITHLL ARIOEZEESTIEHCICBEEINTZIEFIT R o T2720
HEETIZIONETHH L TWS dCJD BE ORI EIT RV AR O®ERE LR LT —
ZEMETSL (R11,. K12, 1, ®2) . #FMICO0TEBL FICaAT LLAT O A #F
ZHERL W Em0,

8. INETTOHEIZT. AR LED T, ETCA VX —Fy N TABRLTW?S

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

D=
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®1. BEEOM-RBEOSH

BEK BB (BE AOBEHH) "
g8 -y b ) z it
HIRE -1995 7C 0) 16(C 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 31( 1)
1998 24( 1) 34( 2) 58( 2)
1999 32( 2) 54 ( 2) 86( 2) 51 64 115
2000 48( 3) 56 ( 3 ) 104( 3) 44 69 113
2001 54( 3) 62( 3) 116 ( 3) 62 61 123
2002 47( 3) 50 ( 2) 97( 3) 54 80 134
2003 48( 3) 69( 3) 117( 3) 70 72 142
2004 58( 3) 71( 3) 129( 3) 68 97 165
2005 73(C 4) 86 ( 4) 159 ( 4 ) 72 83 155
2006 58( 3) 109( 5) 167( 4) 70 103 173
2007 77( 5) 89( 4) 166 (4 ) 70 97 167
2008 73(C 4) 100( 5) 173( 4) 96 107 203
2009 94( 6) 120( 5) 214 ( 6 ) 79 87 166
2010 99( 6) 137( 6 ) 236 (6 ) 93 125 218
2011 111 7) 145( 7)) 256 (7)) 107 112 219
2012 113(C 7)) 148 ( 7)) 261 ( 7)) 99 142 241
2013 131 ( 8) 161( 7)) 292 ( 8) 116 136 252
2014 127( 8) 168 ( 8 ) 295 ( 8 ) 115 130 245
2015 115( 7)) 145( 7)) 260 ( 7)) 120 143 263
2016 87( 5) 108( 5) 195( 5 ) 115 144 259
2017 76( 5) 83( 4) 159( 4 ) 127 165 292
2018 57( 3) 105( 5) 162( 4)
2019 40( 2) 45( 2) 85( 2)
2020 1( 0) 4( 0) 5( 0)
& 2 4 6
it 1662 ( 100 , 43) 2198 (100 , 57) 3860 ( 100 , 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
E)FEIIANIZ% (MR ADBERTEEIX100%IZHSHNELH D)
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B2 BEOERARKEDIH

b (5%)
-39 40-49 50-59 60-69
pN=R¥ AO JN=
BEH  BEH (FA BaE? BEH TN BHEE BER FA) BEE
RIFE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 23
2000 4 7 16,552 0.4 23 19,089 1.2 26 14,803 1.8
2001 4 2 16,080 0.1 21 19,221 1.1 41 15,128 2.7
2002 3 2 15,739 0.1 25 19,159 13 28 15,406 1.8
2003 5 6 15,566 0.4 19 19,052 1.0 38 15,636 24
2004 3 5 15,533 0.3 15 18,806 0.8 40 15,921 25
2005 4 6 15,619 0.4 26 18,968 14 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 1.3 65 15,677 41
2007 2 5 15,685 0.3 20 18,324 1.1 37 16,216 23
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 69 18,285 338
2011 0 5 16,992 0.3 34 15,793 22 66 18,392 36
2012 0 7 17,400 0.4 27 15,469 1.7 74 18,349 40
2013 0 5 17,794 0.3 22 15,295 14 82 18,262 45
2014 2 8 17,943 0.4 32 15,268 2.1 81 18,027 45
2015 2 5 18,306 0.3 20 15,429 13 71 18,200 39
2016 3 8 18,678 0.4 7 15,244 05 40 18,318 2.2
2017 0 3 18,579 0.2 18 15,533 1.2 42 17,605 24
2018 0 3 18,432 0.2 16 15,783 1.0 53 16,836 3.1
2019 0 1 18,181 0.1 6 16,036 04 26 16,104 1.6
2020 3
Ha 46 103 354,308 0.3 446 360,671 1.2 1077 352,239 3.1
b (5%)
70-79 80-89 90- 2ER
JN=] JN=| JN=| JN=|
BEH  (FA) BHEE BEH  (FA) BEE BEH (TN BEE BEH (FA) BEE
RIFE 1999 22 9,629 2.3 5 3,922 13 637 86 125432
2000 31 10,030 3.1 13 4,140 31 700 104 125613
2001 41 10,454 3.9 7 4,313 1.6 772 116 125,908
2002 32 10,847 30 7 4,499 16 854 97 126,008
2003 42 11,219 3.7 5 4,703 1.1 2 929 2.2 17 126,139
2004 48 11,526 42 18 4,935 3.6 1,013 129 126,176
2005 63 11,896 53 10 5,258 1.9 1 1,078 0.9 159 126,205
2006 55 12,179 45 17 5577 3.0 1 1,152 0.9 166 126,154
2007 70 12,438 5.6 32 5,894 54 1,219 166 126,085
2008 68 12,612 54 27 6,209 43 2 1,277 1.6 173 125,947
2009 81 12,670 6.4 31 6,544 4.7 3 1,326 23 214 125,820
2010 85 12,960 6.6 39 6,809 5.7 3 1,368 22 234 126,382
2011 101 13,273 76 46 7,098 6.5 3 1,442 2.1 255 126,180
2012 101 13,595 7.4 47 7,391 6.4 5 1524 33 261 125,957
2013 124 13,840 9.0 57 7,666 74 2 1,610 12 292 125,704
2014 113 14,137 8.0 58 7,909 7.3 1 1,713 0.6 295 125431
2015 104 14,081 7.4 54 8,161 6.6 4 1,782 2.2 260 125319
2016 81 13,873 58 51 8432 6.0 5 1,922 26 195 125,020
2017 50 14,423 35 45 8,665 5.2 1 2,050 0.5 159 124,648
2018 59 15,099 39 30 8,836 34 1 2,179 0.5 162 124,218
2019 29 15,856 18 20 8913 22 3 2,305 1.3 85 123731
2020 1 1 5
£3 1401 266,637 5.3 620 135,874 46 37 28,852 1.3 3730 2638077

1) AOBEHHTHBLLTERLTLSAD

2) AO10075 Axt4RE

3) AOBLURBEEIZ1999~2019FETHE (2019FLUBRIERFENE UV =HEBELLE-TIND)
19984 UBTICRAE LI FEBI LS SN TV WA FHIR 1 LEEL S (DHLY)
RIEENBELNEB DA EER L=,

RIERERTHDENCR EAMMSERN LT, RFEBRHTRADE (44) LHHA SRS LT,
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x3. - FHRAAOHEVOEER

5 oS AO108 A%t

AO10A A%t AO10AAX  BEHOML

BEH A0 BEHAN) BEH A0 BEHAN) (B &)

F& (&) (AN (FAN) (a) (N (FAN) (b) (a/b)
-39 27 25410 0.11 28 24,470 0.11 0.93
40-49 52 9,269 0.56 68 9,126 0.75 0.75
50-59 204 7,698 2.65 274 7,748 3.54 0.75
60-69 519 8,811 5.89 599 9,288 6.45 0.91
70-79 612 6,370 961 810 7,603 10.65 0.90
80-89 236 3,051 7.74 384 5,028 7.64 1.01
90— 9 405 2.22 28 1,365 2.05 1.08

) ANOIZ2015FOEBFABTER
RIERDEHTEINOANEDTH SRS

R4 BEOMN - FRHmERFE SRR

BEEIIAVE
TEIRFE 4B k]
bIE 3 pa-Eid) BDHb Bz XRED
fEE cJD M cJD cJD CcJD 2 GSS FFI cJD ¥
{3
-] 1662 ( 43 ) 1278 ( 43 ) 1 39 ( 43 ) 260 ( 40 ) 75 ( 49 ) 3 6
& 2198 ( 57 ) 1673 ( 57 ) 52 ( 57 ) 385 ( 60 ) 78 ( 51 ) 1 9
FHh (%)
10-19 4 2( 2) 2( 0)
20-29 1M(C 0) 1( 0) 5( 5) 2( 0) 3( 2)
30-39 40( 1) 15( 1) 9( 10 ) 3( 0) 13( 8)
40-49 1200 3 ) 66 ( 2 ) 1 7( 8) 18( 3) 25 ( 16 ) 1 2
50-59 478 ( 12 ) 342 ( 12 ) 20 ( 22 ) 51( 8) 62 ( 41 ) 2 1
60-69 1118 ( 29 ) 906 ( 31 ) 26 ( 29 ) 139 ( 22 ) 42 ( 27 ) 1 4
70-79 1422 ( 37 ) 1158 ( 39 ) 20( 22 ) 231 ( 36 ) 7( 5) 6
80-89 620 ( 16 ) 439 ( 15 ) 2( 2) 177 ( 27 ) 2
90-99 37(C 1) 16(C 1) 21( 3)
100-
TER 10 8 1 1
5t 3860 (100) 2951 ( 100) 1 91 ( 100) 645 ( 100) 153 ( 100) 4 15
3860 ( 100) 2951 ( 76 ) 1 91 ( 2) 645( 17 ) 153 ( 4) 4 15
() 69.3 69.7 57.7 72.9 54.2 66.5
B () 70 70 62 75 56 70
TR () 110 9.7 16.2 1.7 105 118
BEL(E) 15 22 15 15 46 40
EFE (%) 96 95 81 96 61 81

ENTIA U EABGEFORRETOCLDELMIZEESTD.
2) ALV EABGTFOERZRDOLELD, CIDOREERNHIHESL. BALZERMFZOATIVIZEENS.
JIEEBERELAED, BERT (HHRAEL) IZKYVEMEREL, VAL EBEGFRED, REREAETLELSHD.
BIAIE% (EEEADBZRTAEHX100%IZHLHENIELHS)
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RE. TREBEEQHBFHE

F =R rreic
£HBE cJD " cJD ? GSS

i

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

uﬂi(’iﬁ@a_ﬁi) 148 ( 25 ) 77(C 17 ) 54 (40 ) 17¢C 77 )

ETHETIERL 1Me 2) 5( 1) 4( 3) 2( 9)
WHOE#(Z KB

IAHY0—XR 390 ( 65 ) 335( 76 ) 50 ( 37 ) 5( 23 )

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

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

KRR 297 ( 50 ) 234 ( 53 ) 55( 41 ) 8( 36 )

SRS RRIR 231 39 ) 188 (43 ) 41 ( 30 ) 2( 9)

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

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

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

FERER 301 ( 50 ) 242 (55 ) 50 ( 37 ) 9( 41)

mEEERE 356 ( 59 ) 302( 68 ) 45 ( 33 ) 9( 41 )
Z DD

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

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

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

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

TADAFEE 40( 7)) 32( 7)) 6( 4) 2( 9)
ADL

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

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

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

PN 1( 0) 1(C 0)

E YR 2( 0) 2( 0)

it 599 (100 ) 442 (100 ) 135 ( 100 ) 22 (100 )

ED TV EREGFOREBEZTOCLDVELVEEZS
2) )ALV EHEBEFDERZRHITAN, CJDO)%H’&EW%‘%%)WIE

FEIAIX%
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F6. REMROHBHE

MFEHE BiEHE
et cJD cJD ? GSS
ik :PSD $HY 279 ( 59 ) 260 (73 18 ( 18 1( 5)
il EREEHORRIE HY 164 ( 74 ) 111(C 79 7( 65 ) 6( 55 )
MR XINEEDEIES HY 330 ( 95 ) 248 (97 78 ( 98 ) 4( 29 )
MRI: EEZDEES HY 150 ( 56 ) 122 (62 27 ( 45 ) 1( 8)
MRI:fREDEIES HY 39( 16 ) 30( 16 8( 14) 1(C 8)
FEDRIMNOSBIEIZREDOERELETHY, REFZRETHDIZE (XML
DFEY, REBGHLIZEEDFIN100%E7%5.
7. TIAVEREGEFEED S
238G Bin
TVAVEREBEFEE T)AIREE CcJD GSS FFI
102(Pro/Leu) 132 ( 16 ) 132 ( 86 )
105(Pro/Leu) 17¢ 2) 17C 11)
178(Asp/Asn) 5( 1) 1(C 0) 4 ( 100 )
180(Val/lle) 407 ( 51 ) 407( 63 )
180(Val/lle)+232(Met/Arg) 4( 0) 4( 1)
180(Val/lle)+237(Ser/Phe) 1( 0) 1C 0)
196(Glu/Lys) 1¢( 0) 1( 0)
200(Glu/Lys) 97 ( 12 ) 97 ( 15 )
200 Glu/Lys 24bp Deletion 2 ( 0) 2 ( 0)
203(Val/lle) 3( 0) 3( 0)
208(Arg/His) 1( 0) 1( 0)
210(Val/Ile) 1(C 0) 1C 0)
232(Arg/ Arg) 2( 0) 2( 0)
232(Met/Arg) 99 ( 12 ) 99 ( 15 )
96 bp Insertion 3( 0) 3(C 0)
120 bp Insertion 5( 1) 5¢( 1)
168 bp Insertion 2( 0) 2( 0)
Three—time Octapeptide Insertion 1( 0) 1( 0)
Extra—repeat Insertional Mutation 1(C 0) 1(C 0)
178 2bp Deletion 1( 0) 1C 0)
p Nz 17 13 4 0
&&t 802 ( 100 ) 645 ( 100 ) 153 ( 100 ) 4 (100 )

F1) FEINAIE% (BEREADEFRTEEX100%CELGENIELHD)

2) AV ERBGETFOEEZROLELD, CIDOREELNHLBFINTHICEENS.
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#£8. JUA U EHEEFcodon 129, codon 219D %%

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys 55t
Met/Met 2508 (92 ) 25( 100 ) 5( 100 ) 2538 ( 92 )
Met/Val 211 ( 8 ) 211 ( 8 )
&®&E  Val/Val 1mC 0) 1 0)
&t 2730 ( 100) 25( 100) 5( 100) 2760 ( 100)
=K1 2730 (99 ) 25( 1) 5( 0) 2760 (100 )
Met/Met 1790 (95 ) 9( 100 ) 2( 0) 1801 ( 95 )
M3t~ O Met/Val 81( 4) 81( 4)
Y2I1)Lk- Val/Val 11 ( 1) 11 ( 1)
7% (Fi8) 8§ 1882 ( 100) 9( 100) 2 1893 ( 100)
=5 1882 ( 99 ) 9( 0) 2 1893 ( 100)
Met/Met 3277 ( 92 ) 108 ( 97 ) 9( 100 ) 3394 ( 92 )
Met/Val 2714 (8 ) 3( 3) 2717 ( 8 )
4 A|FEY Val/Val 13C 0) 13C 0)
A&t 3564 ( 100) 111 ( 100) 9( 100) 3684 ( 100 )
&5t 3564 (97 ) 111 3) 9( 0) 3684 (__100)

1) H—A_RASURE B R TRISNIZEH (56976 DSLEELFRRETLEIRT(RESTI
TUREBENT=EDESD)
F) £RIELREFEDSL codon 129 DIERIIH A D codon219 DFERMNRIEL TULNBIERIH 45618 5.
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RO RTEDHFALETETDHM

TEfETsHE
M BoHs EintE
HKHEMOETETOEMB(A) SEE cJD" CJD cJD? GSS
0-11 1496 (44 ) 1273 ( 47 ) 35( 39 ) 179( 34) 3( 3)
12-23 972 ( 28 ) 766( 28 ) 30( 33 ) 162( 31) 9( 9)
24-35 495 ( 14 ) 395( 15 ) 12( 13 ) 79 ( 15 ) 8( 8)
36-47 188( 5 ) 123( 5) 6( 7 ) 43( 8) 15( 15 )
48-59 102( 3) 70(C 3) 2( 2) 19( 4) 9( 9)
60-71 56 ( 2) 25( 1) 18( 3) 11 11)
72-83 29(C 1) 8( 0) 1( 1) 7 1) 12( 12 )
84-95 26 ( 1) 8( 0) 1C 1) 7C 1) 10( 10 )
96-107 18C 1) 5( 0) 1C 1) 4( 1) 8( 8)
108-119 16(C 0) 6( 0) 4(C 1) 6( 6 )
120- 29(C 1) 9( 0) 2( 2) 7 1) 11(C 11)
BH 12( 0) 10( 0) 1( 0) 1¢C 1)
&t 3439 ( 100 ) 2698 ( 100 ) 90 ( 100 ) 530 ( 100 ) 103 ( 100 )
E(H) 20.8 17.6 23.3 25.9 74.1
ZHERE=(H) 23.7 18.1 28.4 27.3 486
=/NA) 1 1 1 1 10
=AH) 312 312 206 250 294
EDTVAVEREGRFORRETOTLDVELVIZES .
2) A LVERABEFOERFRDHHND, CIDOREELAHIHZEL.
FEIIAX% (RIS HEADBERTEEHX100%I2E5HNELHS)
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£10. ZR9E

ESL] [FFFEEHI AN as&t
sCJD 319 ( 11 ) 2204 ( 75 ) 428 ( 15 ) 2951 ( 100 )
dCJD 41 ( 45 ) 35( 38 ) 15( 16 ) 91 ( 100 )
gCJD 82 ( 13 ) 552 ( 86 ) 11( 2) 645 ( 100 )
GSS 13( 8) 137 ( 90 ) 3(C 2 ) 153 ( 100 )
FFI 3 1 4

RHETE DIEFIEERIILTLND
DMz, ZERBTIAUEOH) ESFEREDTIAEH) D281 HERFIELTIHRESN TN
B IL% (ISR ADBEBRTARETX100%IZG5ENEHHD)

sCJD: IMFEM /O YT)L-YaTHR

dCJUD: FEERIERZE 50/ YI)Lh-YaTJ%R
gCJD:EEHEIAA YTV - aTIR

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

sCJD, dCJD
FESE1 - BHAREFRR, £-E0REJOvMNEORELE A TTRKIZEE D)
FUoEAERE.
(X ITHEEY REBRF RAEUVERI T, EITHERREETRL, MK TPSDERDHS. B, 45
A—XX, AR HANKES, NMYEK - REEE. 8- EESKEDS
H2IHB LU ETRY. HAHLIE TSRV IIZASHI T, §8K14-3-3FE0EHETE

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

MEA HENSRERR, FEUIR 20 J0vNECREEBATTRICEED)
FUoEBEREL JUAVERBEGFEREETS.

[FIFFEEHFEAR GV, TVF U ERBEGFERERD. BRATENFELEL.

BUpl O REMRENK JUFUEREGEFERLIIHASN TOVGLS, EEET)F
UIRETRR T DRI REREENHS.
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®11. ERBEEZRETH/A4YTIL
F-VYaORBEEDBENLLLLGRE

fRAE (RH) A# (%)
A fE 5 69 ( 45 )
fixd HH 25( 16 )
REEHRBRTE 10(C 6 )
A rfn i 7( 5)
Eisi 8( 5)
Eig 7( 5)
EETpEd 19( 12 )
=X iz dE 7( 5)
Z0ith" 2( 1)
£t 154 ( 100)

1) BAtPHFLEID. HMERTADAD

focusfrRZEF1iT 145

BN % (MERADBFRTEEE

100%I2iE W20 5)

£12 EEBHEEZHETL904YIT)Lb-YAIREEOBIEELBEL SRFEETOHAM

BIEN S RFEETOHM (F)

FEHEE 1-10 11 12 13 14

16

20

30 TEt At

1975
76
77
78
79 1
1980 1
81 1 1
82 4 2
83 6 1 5
84 12 2 4
85 12 1 12 2
86 10 1 2 3 2
87 8 2 1 3 1
88 1
89 2
1990
91 1
92
93 1 1
= 58 6 4 17 13

N BN =

1

12
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E1. BEEBEEEE TS0V T - VYIATHREEI1SIADRREDOSH

E1. EEBEEEE TS0/ VIV - YO TEEE1 53ADRRED

16
14
12
10

(AN) 8

198519871989 19911993 19951997 19992001 2003 2005 2007 200920112013 2015
&£

FHRIF201 7TFIA DY —RASURARE X TH=IZTICIDERDLEN-HITH D,
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M2 BEBEEZ2EIH/04YIILL-VYITREE1SSADBEISRFETOHEDOLS M

2 BEBHEEZHETH/0C4YI)L - YaTH153ADOBELNSEFETOHNEOS
18
16
14
12

10
(N)

8
6
4
2 ol
0

12345678 9101112131415161718192021222324252627282930
3

FHRIZ2017HFIADH—RASURAEE X TH-IZACIDERHLNT-HITH S,
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EEFBHFMREMYE HAMEAEFRRMEER (HEMEREBERARSER)
TVAURBROBERE DAV AEREICRET 2 RAEHAEI

SH2EE £1E@PMLY—ARAMSURFELSTOTSLA

BE:$Ff124 11 21 B(1)9:00~16:00
B DA BREEELA—ELENARIE ALE 2 [ESEE 2+E B Web BAE (Microsoft Teams)

AT web ZEfif: 7 B A KYIRRFALA

(1] TTVABRVEREDAIIRABREEICEIZFAEARMIARRRERE (EEEHRD).
[PML H—ARASURERELR] REREE (ZHEAR) (9:00-9:05)

[2] fEFIRET (BER : =iH%&A) (9:05-10:30) :tvia
{KE8 (10:30-10:40)
[3] fEHIRET (R : =HF&FA) (10:40-12:00): v 2
BE-{KE (12:00-13:00): 45 R|E&E =2 3 BEES AU I7LURAE1 16 H
[4] fEHIRET (R : =E&EA) (13:00-14:20): 323
REE (14:20-14:30)
[BIEHIRET (BB K : =B F&FAR) (14:30-15:40) : vl a4
[6] PML H—A~_RAS52 R [ZDULVT (15:40-16:00)
1. EERIL4E
fXEBE® JCV PCRIZE . hE LA /FUESLE
RIE . MELE SERALE/SHREE

2

3.

4. EHE:REN%E

5. T (E#HH. BRKRES)

&¥l24
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BEEFBHERREFDE (HAMREBREARER)
TVAURRVEBHREDAINABREEICET HAEHAR]

SH2EE #1E ETESREAERE PI) $—~{52E
HER

il

B Sf2411 A 21 B(£)9:00~16:00

BT DA BEREE A —H L EARRE ARE 2 |REBE2
T113-0021 RREBXREAXAEHAITH 18F 225
B Web BifeE

HEE

PILY—ARASURAEEEEE SEEH (r7°')TVT&U&E%’I‘SE'?{)bX!@%ﬁl:EﬁTéEﬁEﬁﬁ%’%Eﬂ
MEARE) . WHEIEC, KERFE, BEO H. ARKE. Z#HFE6(RER) . MBER. EMELL. I
B, BAREBE. REESR. ZFeX. FHNA—. SBNth. PE—4£. SBEX. FEEZ. hftr—
PEREE - HR¥E—B (RREILEDARBEMRSHRED . IMER S (BBERNKZARBAEMM) . FEEF (05
FERKFREERE 2 —MHERED .. HXIE (ERXZRAZAR) . SHZkEF (REHILEIAR
Rre i i AR B E)

REE F EX. RIS, MAER—

(BFREE . IRARED)

=
[1] TTVARREREED NI ABRREICET AT RMIARKKRERE GEEH)
PML —RASURERBR] FERKRE (ZHEAE

[TVARERVCEFREMEVAINABRLEICETIAERARMIARRROSEEHRB LY [PML —RAF
VAERER] EERDZHEBAVEREZT O

[2] fEGRE (R ZH&ER)
S-0222 T4. HEEIZEIE Jo HIV IXAE, BEER MRI Fr R (X PML L CTIERB M TH S,

S-0224 T4 FEEIZETE Ll BHEEKERLD., AERZIIRBTHAITHEL. MEFIEFELTLANEBELT
WL, BEER MRI B[R D BEZRALE,

S-0228 1. PML FEZEHI .
S-0232 1. PML #&£45] 1, 7,23 EFESE PML, JEH% 3 ¥ A CTHRT, ZRMEWILIE (MS) DEBEREIL 22 &

BT, 74 TVERZ 6 F 8 v AIREEN TS, PML RIE 2 F 2 ¥ ARIN G T4V TYEFICRTAARH G
ENTW = ATOMFOREE. MRIREFR R OBMERNBE.
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S-0236 4. FEEIZETE 1. MS BH, BEEATRIX PML EL THEMLFAT R TIEGEL, WBC S MFEEERTR.
2019 £ 11 BR{EDEEER MRI E{E DB IMNIEHRNANHE,

S-0238 2. PML [XIXHEER |, BREEBIESRETEE, “BAIE MS EEZ LN TV, ZDE MS (XF
EHTHEEEZON TS, EEAMNEREIIZBTEILTEST . PML ELTITEREMTH S, BEERFT
ROEMERIPDLE,

S$-0243 4. FERIZETE 1. MS BF, ATAMRABETEKRINRE,

S-0251 4. FERIZETE 1, MS BH, BREWFTOH JOV REIZME,

S-0216 1. PML FE3EH ],

S-0217 T4. FEEIZETE 1 ARAMB B OB O RESN,

S-0218 1. PML #E=H 1, ERERBII LR M EHEETEHIBEE PML, B85 MRI TIEFLEIR EDH#ILEEER
%, PML RAERTDIEER MRI E{E D EBINERHADE, FAEEANDRIEDERICIZZEXIBEE PML SiEEiL. B

R R R FEBLGWD, F[CEAEFICOVTOT—HR—RZERL. FRSN -2 TOEFEZHET 5,

S-0219 1. PML FEZEHI |, IR IERT B (X Definite PML, Y2/ NEE(Z% L. R-CHOP k. K2 MTX F&iEM
BTSN TS, EDLSLERIZZEFIRE PML £ 50, EEZBHEICTINENHD,

S-0220 1. PML #EZE1HI |, fiX &R BT R (& Definite PML,

S-0221 15, [RZXBEE ], REFEADIKEE

S$-0223 4. FEEIZETE 1, PR #HEE GVHD £ELY,

S-0225 4. FEERIZETE 1, EFIMHEEHEZTDEEL,

S-0226 1. PML BEEH |, BEREEBIIIN—TRABREHLEEHETITIN—TRAT,. BERREDFHELEL
o f=FEIZ PML ZFGELT=EH,

§-0227 T4, HERITEE 1, Y /\ERW., A RFEMETEINERECRESIC B MBEHERD)/\BKZ
MERO=, KE D B fiflatAaoh, U/ EEEED,

S-0257 4. FEZEIZEE 1, high grade glioma, X #&HFIEFT R T high grade glioma 2528 71=,

S-0199 4. HERIZERE |, fWEAT RBMEES . PHRAFE GVHD, A RFERM R MERREIC) Vo N\KEEE
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RHT1-,

S-0203 4. HEEIZEE L1, RIBFREBMNES . REREMERE, MERBFEMRXMERBEIZ) /B EE
HERHT=, p53 BHEME DEERNHT-H., FREMKRETY p53 [GHEMIREZRH D ELH D,

S-0249 1. PML FEEHI ], N4 #2577 R (X Definite PML, 2015 £ &YX EBEi% JCV 74O —L TLNAEH,
JCV D&Y/ LERZEIT-o>TLNS,

S-0250 1. PML FEZEH ], xR HFEEFT R IE Definite PML,

$-0229 4. HERIZETE |, B K . FRKIFBDBINFERNVDE,

[3] PML H—A~_AS2X[ZDLVT

1. ¥

L SREVRBETEGFDBATUKIENFEING, Y RIS RZERDORBERZIECT . RETRHEZE
O EEFDOREEFBVDLEVNVGEERE—RTYTERIZBELH D,

B BARUEG-FoTEY . REF LK TIIASLBLMEFIZEBELTIREL TS, F 2 BIOZEREIEHI
(2. FEAERLERIZE 1615 NG ETRECREHT ORI ZHRILZRET B,

2. IXZEBE® JCV PCR &E
¥I(ZhL,

3. JRE
A E :PML THUMEBIDIREBIZEANB LRI, ZOXRICEESTEINEZRDINLENH D

4. Efg
FEH: H—RASUREZESBICEBEETEALTRIAT DICIEBEAILI S, BHIEFNDESRRR—E
ZYERLL . RIREEBIIZRR>TRIATEAD L, EgZEEL. RATILTELIUAEEEZ D,

5 ZDH (ARMEHE. BRKIES)

BN ERKRIELSEERINAHoNDKIITELLELD,

FH: BREELIEINTELT . BERATIEY—N—0I3ORIIHITFHILIFEHLL, TUF R —(S
VRIEEFERRKOY—N—ZFEALTEY. PML H—_RASURTHFERATELLINRETT 5,

KB ERICOWTIEEFER KDY —N\—ZF AL TLMTAEIITHREL TL, FHIBEE PML [ZDULVTIE,
FREICRETIFICERMLRAINIREICRFAVPLETH S, EEFBEDA RICHLEXIBEE PML I
DVTOREHISMLTESSIAD &KLY,

WA :PMLABEDONDEIIZGY  —RAFURIZEFINSEFILIER TE- BAZLEFIN ZL<HEMN. B
BIZ BRI L3R BRI (25 (. MBBIE R BRI T AL E T RN T, BEFI LFEHBFIZLE D KSR TS
MEFEIDETH D,
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SR Y —ARASURELTHFZERNY., 2EAZRFLT. TREICHERERETIENEER, RAIFEE
PML D EHFRLGERFTL T EQXILGERMNEDLNTNDENT—HZNET 5. BHRIZDONTH, —/3—D
FAZED D, BFRBHDEEAHNITITI HARSIO DB LELERKBEAANAERDZIEEINES,
= BRAEAARAERICEHEVZHEENBHINTEY . BIEEITI. BARKRTEERITSMLIZALIL 2
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Front line of neuromodulation by non-invasive brain stimulation
- from basic to clinical
Chairs : Yasuo Terao
Department of Medical Physiology

Ritsuko Hanajima
Division of Neurology, Department of Brain and Neurosciences, Faculty of Medicine,
Tottori University

....................................................................................................................................................

HT-01-1 Recent Topics in Neuromodulation by transcranial Static Magnetic Stimulation

Tatsuya Mima
The Graduate School of Core Ethics and Frontier Sciences, Ritsumeikan University, Japan

....................................................................................................................................................

HT-01-2  Clinical application of neuromodulation with transcranial electrical stimulation
Katsuya Ogata

School of Pharmacy at Fukuoka, International University of Health and Welfare, Japan

HT-01-3  Effects of quadripulse stimulation (QPS) on sequential motor learning
Takahiro Shimizu

Division of Neurology, Department of Brain and Neurosciences, Faculty of Medicine, Tottori University, Japan

....................................................................................................................................................

HT-01-4 Bypassing damaged neural pathways via a neural interface

Yukio Nishimura
Neuruprothetics Project, Tokyo Metropolitan Institute od Medical Science, Japan
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The 61st Annual Meeting of the Japanese Society of Neuropathology
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Special Lecture (English Session)

Early changes in Alzheimer's disease:

Pathogenic seeds and fluid biomarkers

Chair : Masahito Yamada (Kanazawa University)

Speaker : Mathias Jucker (University of Tubingen, Germany)

SRibiE

RAMESERRODEER & U TOMITRIES

Neuropathology as the basis to overcome dementia

FER @ AL SRR (CRIRAE)

E WA O (BRATAER MME(L - MESRET (RMERRIE))

Symposium 1 (English Session)

Propagation of pathological proteins in neurological disorders
Chair : Masahito Yamada (Kanazawa University)
Masato Hasegawa (Tokyo Metropolitan Institute of Medical Science)

1. Interplay between inflammation and aggregate propagation
Seung-Jae Lee (Seoul National University)

2. Evidence of AR propagation in human and animal models
Tsuyoshi Hamaguchi (Kanazawa University)

3. Animal model of tauopathy and tau propagation
Masato Hosokawa (Tokyo Metropolitan Institute of Medical Science)

4, Pathomechanisms of prion protein propagation

Atsushi Kobayashi (Hokkaido University)
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