2020 (%f12) £#10H15H

TUF VRO —RNAFTVRER
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DRI O EREBIREM AR X, BEOHRIEICESS T I A VREs a0 EBROEREN
BAMEHEOHRFORICHKHAEMANZEZIRMAGTHZ L1025 TWD, 1999 (Fpk 11)
FELY, RAORE (FARARLGEICEFEORE) "EGEonl7 ) & UREEOZG
F ORI N ZIXEE TR R EMB S TEBRIET A L 2 YB3 2 F A& F5E
BE (LLF. THFZEEE)] &9, 2010 (FEpk 22) FELXY 7V F WO —Xof 5 X &
BYTHICET 2 AR ~BIT) &I, TV A UHOMEICIERIND Z &
Lotz WFREETIE 7D4V71wb YaTHYy— AT U AFEREHEEL, TO
PCREAZ 107y 7 200 THENE BHEBREOFEMELZ -4 7 2F8 L L
TE%L\36_%%ﬁﬁkm7)ﬁ/ﬁmé$WE(%fﬁé%ﬁ[)@%ﬁ%HT\
RO BREFICKH T HEFREICHET 28 (ERE) ICE S FEERE K EHRE (LA
IXRFERBIBRF R FEE) OBICKRMN IN2BERFAEMAECERLIEONTZEFICOW
T, FALE L CHEMPFAEEZIT> TS, £, 2006 (CFRk 18) FE NS X NNEYE D T 15
K QYR G SE O BE )T 2 EHRICE T 28] UREEE) ICE S TR T H & e 2 E
BlHZoOWVWTH, AEOLE THENRLET DI TR oTm, T2, AEZITI I bich—
R T UAFER T VA AL HEME (HRMEYEME) NL8m L EFIC 2N T I
BRICHBEL TS, &I, =S T 2D —BELTEEOHEENS 7V 4 KN
Fbh2BFIZOVWT, BFE(DLIVWERE)OREOL LIZT ) A EHEBRLRFREDOK
A RIERFIC, MEMKE~— I —BRROKELRRIBFERFIIFELNDIN, ZOFHRELMA
BIIEHLTWD, 2B, MEOREZTVITNLLEE (BHWEEK) ORENELNTE
LAEIWCORERL TN D,

PR FUAZBIEMOICHBE IO REHTHOY —_ A T 2AFBS (LT, &
B&l Ln)) THMMERKRZRE L, ZESTEHIOREZ L LI DBEFIZTON
T, 2WomEM. RN MG - &tk - SR 2 LE] R EDOFMEZIT> TV 5,
SHIZUEDE Y2 FREERTEEINTZEZTIZOWVWT, HEEHEZBRVWVCEYNNIZZZ
EREBEICREZEZEM L, TORORNEZBIFL TW5D,

F7-. 2017 (FERK 29) 4F 4 H XV Japanese Consortium of Prion Disease (JACOP) [T
X 2 70 & v o a8 RKEHRAE L HEEHE L THAEEED T WD
(http://jacop. umin. jp/jacop. html),

AEETIE, TRETRBERSA TS LT —ZIZMA, 2020 (FFf2) £9 H3H, 4H



D2AMICE> THRIESNIZY =AM 7V AZESTHRHF SRR 2R R Z #E
ERAE

G

1. 1999 (CERk11) 4 H 1 H25 2020 (5f2) £ 9 H 4B FETOWRBIZ, FEIEFES
Ja & U CIEH a2 S L7 5697 JEH (HEEH 2 Eie) DY —_"A T U AEFBETHRF SN
7o ZOILAEF3IBOBFN TV A UHEELTERDONL, T—FX_XR—AZEEEINTNS,

2. R1IICEBEHBEZONE - BIWFEONMZ T, BIWEIL, BEGI2E Tl 2014 (CEAL 26)
295 Bl Tl b 2 <. RWT, 2013 (PFpk 25) 4F (292 f5]) | 2012 (SR 14) 4 (261
#) . 2015 (CEgE 27) 46 (260 48]) L 728> TWnWb, £1ICRERT X I ICESE (2016 [FAL 28]
BELRE) ITWERICAOBRERFICLDZZ2n Y 7/ b - Y THOFE LT E OFREEN
DI, SHBFEREELDEZDAREND D,

R2ICFERBIFRNEETEERBELTRT, 60 ETIEINWTHUOFERBERICENTH
2000 FEARAT Y L iR L TR YO BER, BEFEO LADBR LT,

R3ICAOHTEY OBRFHEN -FWBICTRT, Bheb 10K TAOSDLD OBRFE
MikbZnole, 39 L T & 80 Kl EZFBRWTT XTOEMBEHLTLDOANAHZY OE
FEPNBICHERTEWHEANB RIS N, 28208 HREREHEZ A0 (2015 [FE
27] FEBFAEAD) THRLEZLDOTHY , EMOBRBRLITRL S,

3. RAITHIFIFDFNyA AR BRI R T, BREIER 3860 FlD 5> HLINFEME Y o > 7 =
Mk e aT (LUK, [sCID) &9 ) 232951 ] (76%) | BEGMHEI oMY 7 =L b -
YaTHIE1IBFOERM 7 a7 )b b Y3 Th (vCID) Z B\ T3~ Tl 5 At JiE
AL (LK, 1dCJD) &wvw9H) 91 fil (3%) Thole, BEMET I A RO 5> LB
saAY 7 x0T (LLF, [gCJD) &WwW9o) X645 6] (17%) Tholz, T D
2HERFITT VA VEABBTOLERBHEEINTVDLFERYVO 13FIZIr A Y 7 =)L

M Ya 7 WOREEREGTHEMT, 1FIXT VA EABRTFOLEREZRD T, 12 4
XELBTRRBETHD) . VAR~ A A AT —- v A F—% (LT, [6SS]
L) BN 1636 (4%) . BIEMEFEEMERIRAE (LR, TFFI) W) B4 Th o7,
FLECDEHEELTWVWDI OO VAV EHBEFREFOMEBEEREOME T 72 & Th
HREOENBFIGHIGFET 2. 2RF TR ET0OEROBREFOHEH G HKH %< (37T%).
BN O Y E R 1L 69. 3 5 (FEl O RAEIX 70 5%) Th o 7o, FIREEFEE O F¥E dCJD
J Y GSS A3 50 kAt & AR WBE A A AL STz,

TV F IR OIFEBINC EEER - TR OHBBEEZR S I~ T (HEOGW sCJD, EHis
PECID, GSS DHZFKIR) , HEZEDOERXN 20I7THEENSEHRINZT-D, KEITHLW
HEECEHINERTOALZEF LTS,

RHOIWZMEEMOMR I AT ROHBHEEZRT (6 LHIERXDOALOEHTH D) |

4. 7V AU EABLBFHRBITZ 2186 H TEEINTEBY ., 205 H 802 BINEMLMET

FrHELTREINTND, BRTEAROFMERT IR, BRICECLEZAANDTY
FUEHBBFORBEITOATORWVA, ZRTREPBOLNA TV DL ZDICEEET
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VAR EHESNTIEMEH Y ZOROFERITERA4 L FTLT L LRV, —~F T,
sSCID E SN TWBHREFOFIZIFT T I A EHBREFBREMITLA T RNEL VWD, Bis
FTERICEATIERAIGONTZSHE., BEROCZOZFEKEIIR L TAREEZ LTI L%
HEICHEMEITDLR NI 1, BEFEITAS 2N T25EBFICOR2080 My EWF5EEE ik
EZTEBY, LA, BBHWIZZOEBBFEROROBERIZOWVWTHMHEZIT) 2L & LT
WhH, HEHIZOWTIE, EARMIZIEEBRENMT 2L 2FAELTWDLIRN, LEIZHLTT
P—_RA T URAFEBEXOLWHH LTS, FLMRAIICITERICEAL CTEHROEWT Y &
VY7 OHEMEFLBMLTEBY, BFERXLNIEZTAR—FE2ITORKHZEZTVD,

codon 129 & codon 219 O Aix &B&EEL, MBI ALY 72 b - Y a7 H (H
f8) ERWELERICEK 8 ITTRT,

5. BHIEEAZEGD THEIZ 3439 ADAETERNHER SN TWD (2020 [4Fn 2] 4£ 10 H 15 H
HE), BIEMNOELTE TCOMBON A ZFKIICRT, sCIDITEMBOFHN 17.6 » H 77
A, dCJD & gCJD TR EWHB NELR I N, GSSITEMIchO-2RKR B2 R~"TEHEOEE
W\ o T,

6. W HEERLOIWCAT, FIMFIZEKRTIE 13% (3860 fld 5 B 522 #) T - 7248,

dCJD R gCJD TIE ?M)%D%Dmb\ftﬁﬁfp%ﬂ Eht, HROEEE S &I 460 FIN T
FUEHEEM L L TERESNTWDEN FHBORENHBHL TWARWED 62 BRI N,
IHNHOIEFIZONTIHERIRENRRITONTEBY, SBZWOMEEN END Z L H
I EF - XA T U AZEBESTCHZWHEEOLDICIFHRIZFEELE X TEBY,

W EMICHT DV R—FHEML TWV5DH,

7. INEFTIEAY—RA T ATEHRINT-HREBHELZ A9 25 CIJDAERF (dCJD) TR

AT EBYVEHIHITH L AROEFRR TEI IR S NIIEFIT R DT ®
BB TIZONETHB L TWD dCJD BFE ORMWICE/LIT W BB O EE L FH LT —
AEFEETS (11, 12, M1, W2) , #FMIOo0TIIU FIZ AT UATO @A E
i 3. N QA il fal= S A

8. ZNETTOHMEIT. AR LED T, ETCA LV H—F vy hTABRLTW?S

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

Uk
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R1. BHEOM-REFOHH

AN REH(SE AOBEH)"
3 £ & ] = &t
RIRE -1995 7C 0) 16( 1) 23( 1)
1996 3C 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) 1M17¢ 3) 70 72 142
2004 58( 3) 71(C 3) 129( 3) 68 97 165
2005 73(C 4) 86( 4) 159 ( 4 ) 72 83 155
2006 58( 3) 109( 5) 167( 4) 70 103 173
2007 77( 5) 89( 4) 166 (4 ) 70 97 167
2008 73(C 4) 100( 5) 173( 4 ) 96 107 203
2009 94( 6) 120( 5) 214 ( 6 ) 79 87 166
2010 99( 6) 137( 6 ) 236 ( 6 ) 93 125 218
2011 111 7) 145( 7)) 256 (7)) 107 112 219
2012 1M13¢ 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 1M15¢ 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)
et 2 4 6
&t 1662 ( 100 . 43) 2198 (100 , 57) 3860 ( 100 , 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8

)RR E% (B R ADBEBRTAETT100%(CH5ENELHD)
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2. BEOERANRFFONH

Fih (5%)
-39 40-49 50-59 60-69
=R A0 A0
BEH BER (FA) BEx? BER FA) EEE BEHR (FA) BB
RRE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 0.4 23 19,089 12 26 14,803 18
2001 4 2 16,080 0.1 21 19,221 1.1 41 15,128 2.7
2002 3 2 15,739 0.1 25 19,159 13 28 15,406 18
2003 5 6 15,566 0.4 19 19,052 1.0 38 15,636 24
2004 3 5 15,533 03 15 18,806 038 40 15,921 25
2005 4 6 15619 04 26 18,968 14 49 15,950 31
2006 2 1 15419 0.1 25 19,085 13 65 15,677 41
2007 2 5 15,685 03 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 3.4
2010 4 6 16,617 0.4 28 16,264 1.7 69 18,285 38
2011 0 5 16,992 0.3 34 15,793 2.2 66 18,392 36
2012 0 7 17,400 0.4 27 15,469 1.7 74 18,349 40
2013 0 5 17,794 0.3 22 15,295 1.4 82 18,262 45
2014 2 8 17,943 0.4 32 15,268 2.1 81 18,027 45
2015 2 5 18,306 0.3 20 15,429 13 71 18,200 39
2016 3 8 18,678 0.4 7 15,244 0.5 40 18,318 2.2
2017 0 3 18,579 0.2 18 15,533 12 42 17,605 24
2018 0 3 18,432 0.2 16 15,783 10 53 16,836 31
2019 0 1 18,181 0.1 6 16,036 04 26 16,104 16
2020 3
§+3> 46 103 354,308 0.3 446 360,671 1.2 1077 352,239 3.1
)
70-79 80-89 90- 25K
JN=! JN=! JN=| JN=|
BEY  (FA BEE BEH  (FA) BEE BEH  (FA BEE BE® (FA BEE
HRE 1999 22 9,629 2.3 5 3,922 1.3 637 86 125,432 0.7
2000 31 10,030 3.1 13 4,140 31 700 104 125613 08
2001 41 10,454 39 7 4313 16 772 116 125908 09
2002 32 10,847 30 7 4,499 16 854 97 126,008 08
2003 42 11,219 37 5 4,703 1.1 2 929 22 17 126,139 09
2004 48 11,526 4.2 18 4,935 36 1,013 129 126,176 1.0
2005 63 11,896 53 10 5,258 19 1 1,078 0.9 159 126,205 13
2006 55 12,179 45 17 5577 30 1 1,152 0.9 166 126,154 13
2007 70 12,438 56 32 5,894 5.4 1219 166 126,085 13
2008 68 12,612 54 27 6,209 43 2 1277 16 173 125947 14
2009 81 12,670 6.4 31 6,544 47 3 1,326 2.3 214 125820 17
2010 85 12,960 6.6 39 6,809 57 3 1,368 22 234 126,382 19
2011 101 13,273 7.6 46 7,098 6.5 3 1,442 2.1 255 126,180 20
2012 101 13,595 74 47 7,391 6.4 5 1,524 3.3 261 125,957 21
2013 124 13,840 9.0 57 7,666 74 2 1,610 1.2 292 125,704 2.3
2014 113 14,137 8.0 58 7,909 73 1 1,713 0.6 295 125,431 24
2015 104 14,081 74 54 8,161 6.6 4 1,782 2.2 260 125,319 21
2016 81 13,873 58 51 8,432 6.0 5 1,922 26 195 125,020 1.6
2017 50 14,423 35 45 8,665 52 1 2,050 05 159 124,648 1.3
2018 59 15,099 3.9 30 8,836 34 1 2,179 0.5 162 124,218 1.3
2019 29 15,856 1.8 20 8,913 22 3 2,305 1.3 85 123,731 0.7
2020 1 1 5
53 1401 266,637 5.3 620 135874 4.6 37 28,852 1.3 3730 2638077 14

1) AOBEHHTHBELTERALTWLSAD

2) AO1007 AxEER

3) AABKURBEEL1999~2019F THH (2019F LIRIERB|EN B -HIEELLE-TLVD)

19984 LIRS FE LI FEB T RET SN TLVEL=

REFAALA GBI DAHEEE LI,

BEHERI1EFRLED (DY)

RERFHTADENCREATHNLBRNLIZ, RFEFHLTHDE (46) L2 A LRSI,
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R H-FHRAAOH-VOBEHK

E:] = AO108 A%t
AO10A A%t AO1I0F AR  EEFEHOMLE
BEH AR BFEHN) BEH AR BFEHAN) (B &)
F 5 (5) (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 7,748 354 0.75
60-69 519 8811 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
) AOF2015FEOERFAERR
HIERDEHBREMNI0ANEDTH SRS
F4. BEFEOE-HREBERSHUEER]
BEET)L R
s iE
St pl ki) BD#H>5 EiEtE RED
eHEE cJbD ¥ CJD CJD cJb 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
8 ()
10-19 4 2( 2) 2( 0)
20-29 1M(C 0) 1C 0) 5( 5) 2( 0) 3( 2)
30-39 40(C 1) 15( 1) 9( 10 ) 3( 0) 13( 8)
40-49 120( 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 ) 7C 5) 6
80-89 620 ( 16 ) 439 ( 15 ) 2( 2) 177 ( 27 ) 2
90-99 37(C 1) 16( 1) 21( 3)
100-
b N 10 8 1 1
it 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
th o {iE (&) 70 70 62 75 56 70
T (= () 11.0 9.7 16.2 11.7 10.5 11.8
BED () 15 22 15 15 46 40
BEE(E) 96 95 81 96 61 81

N T)A U EABRBEFORRETOTCLDELMIZEED.
) TNALVERABEFOEEFDROHLVD, CIDOREELHEHZET. BAZEMEIZOATIVIZEFEFNS.
) EEBEREELRES, BERT (BIRALL) ICKYEMERLZL, VAV ERBGEFRERD, REBRFRAETLELADHS.
FEIMNIE% (MR ADREFRTEEHE100%(ZH5EWNEEHH D)
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RE. TEREBEFOHBHE

MF - rreic
eHBE cJD P cJD ? GSS

i@

HEITH (RRETE) 440 ( 73 ) 360 ( 81 ) 77 ( 57 ) 3( 14)

HEITHE GERETR) 148 (25 ) 77(C 17 ) 54 (40 ) 17(C 77 )

HEITHETIEARL Mme 2) 5( 1) 4( 3) 2( 9)
WHOE#E (T KB AELK

SAYO0—XR 390 ( 65 ) 335( 76 ) 50 ( 37 ) 5( 23)

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

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

BEIRER R 297 ( 50 ) 234 ( 53 ) 55 ( 41 ) 8( 36 )

BRI R EIR 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 )

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

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

mEIERE 356 ( 59 ) 302 ( 68 ) 45 ( 33 ) 9( 41 )
ZF DD FEIR

2 HITEE 469 ( 78 ) 358 ( 81) 92 ( 68 ) 19( 86 )

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

7 NS 228 ( 38 ) 190 (43 ) 31 ( 23) 7( 32)

fERt - ERRMES 115( 19 ) 86 ( 19 ) 23( 17 ) 6( 27 )

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

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

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

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

AT zs{EE 1( 0) 1( 0)

=7 2( 0) 2( 0)
&t 599 ( 100 ) 442 (100 ) 135 ( 100 ) 22 (100 )

F1DTVAVEREGTFOREBEZITOTLELVIZED.
2) AV ERABEFOLEEFROHLELD, CIDOREENHIHEZST.

FEAIAIX %
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®6. REMROHBHE

M B
£HEE cJD ¥ cJD ? GSS
iR :PSD $HY 279 ( 59 ) 260 (73 18 ( 18 1( 5)
e REEHOFRIKILE HY 164 ( 74 ) 111(C 79 47 (65 6( 55 )
MRI: KiNEBEDEIES HY 330 ( 95 ) 248 (97 78 ( 98 4( 29 )
MRI: EE#ZDEES HY 150 ( 56 ) 122 (62 27 (45 1( 8)
MRI:{REDZES HY 39( 16 ) 30( 16 8( 14 1( 8)
ENDETNOSBIEIEREBEOERBRUTHY, REERETHDIGE LRSI L.
DFY, BEBELIZEEDTIA100%E7:ES.
7. TIAVEQBEFERDLT
&GN BistE
TVAVEQEGEFEE T)AREE CJD GSS FFI
102(Pro/Leu) 132( 16 ) 132 ( 86 )
105(Pro/Leu) 17 ( 2 ) 17(C 11 )
178(Asp/Asn) 5( 1) 1( 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(C 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(C 0)
210(Val/lle) 1( 0) 1( 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) 1( 0)
p N 17 13 4 0
&&t 802 ( 100 ) 645 ( 100 ) 153 ( 100 ) 4 ( 100 )

F1) BRI % (RIERADBEFBRTEEX100%IZG54 W ELHD)

2) AV EBBEGTFOEEEZROLEND, CIDOREENHLBINTAICEENS.
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#£8. J)A L EHIE{EFcodon 129, codon 219D 2%

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys E&t
Met/Met 2508 ( 92 ) 25 ( 100 ) 5( 100 ) 2538 ( 92 )
Met/Val 211 (. 8) 211 (8 )
&®:%E  Val/Val 1M1 0) 1(C 0)
A&t 2730 ( 100) 25( 100) 5( 100) 2760 ( 100)
&&t 2730 (99 ) 25( 1) 5( 0) 2760 ( 100)
Met/Met 1790 (95 ) 9( 100 ) 2( 0) 1801 ( 95 )
M- O4( Met/Val 81 ( 4 ) 81 ( 4 )
WI1)Lk-4 Val/Val 1MC 1) 1MCe 1)
aJ%5 (\iE) &t 1882 ( 100) 9( 100) 2 1893 ( 100)
A&t 1882 ( 99 ) 9( 0) 2 1893 ( 100)
Met/Met 3277 ( 92 ) 108 (97 ) 9( 100 ) 3394 ( 92 )
Met/Val 274 (8 ) 3( 3) 277 (8 )
&AL Val/Val 13¢C 0) 13C 0)
A&t 3564 ( 100) 111 ( 100) 9( 100) 3684 ( 100 )
&5t 3564 (97 ) 111 3) 9( 0) 3684 (__100)
1) H—ARASUAZEEESTRIISNTZEH (56976 DILEBIEFREBEZIT BT T(ZEERTH)

FTUREBEINFLDEED)
F) £AIFEEZFDOL codon 129 DFER(LH DD codon219 DIFRMNAXIELTULAEHF 456185 S.
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RO RLEDRFIETETHORAM

R4
MM Bn#Hs B

FWHMSIETETOERM(A) cEE cJD” CcJD cJD? GSS
0-11 1496 (44 ) 1273 ( 47 ) 35( 39 ) 179( 34 ) 3(C 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( 3) 2( 2) 19( 4) 9( 9)
60-71 56 (2 ) 25( 1) 18( 3) 11 11)
72-83 29(C 1) 8( 0) 1C 1) 7C 1) 12( 12 )
84-95 26( 1) 8( 0) 1C 1) 7¢ 1) 10( 10)
96-107 18(¢ 1) 5( 0) 1C 1) 4 1) 8( 8)
108-119 16( 0) 6( 0) 4 1) 6( 6)
120- 29( 1) 9( 0) 2( 2) 7C 1) 11 11)
B 12( 0) 10( 0) 1( 0) 1 1)
&Et 3439 ( 100 ) 2698 ( 100 ) 90 ( 100 ) 530 ( 100 ) 103 ( 100 )
E(H) 208 17.6 23.3 25.9 741
ZHERE(R) 23.7 18.1 28.4 27.3 48.6
=/N(H) 1 1 1 1 10
=AH) 312 312 206 250 294

EDTIA U EBHEEFOREETOTLEWMIZSD.
2)TAVEBRBEFOEEREZADLLD, CIDOREERNHIHEST.
BN % (MEREADBFRTEEHL100%IZHE 5N ELHD)
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£10. ZHSE

LS EE3EESE] FEL Ml =k
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

KRFETE DEFILBRSALTLNS
Iz, EERTF R (1H]) EXBREDT)A R (145]) D20 FEEF ELTHRESN TS
FEIMARIX% (B ADBERTEEX100%(ZHESEWNEEHS)

sCJD: IFE M OV TzILh-YaTHR

dCJD: WEBIEREHF I 504 YT/ -YaJdR
gCIDEBEMHI/OAYTTILL-YaTiR

GSS: A IILART Y - RAROAARS—- v A h—iR
FFL: BUSE E R it AR SE

sCJD, dCJD

R HEHARERR, £EYRE0JayhEORELAEETTRIZEE D)
TUoEAERE.

(X XHEEG: FRIEFF RAEVERIT, EITHRRZETRL, K TPSDEEDS. BIZ, 24

A—XX, SRR SANIRES, IMNNER A HEERE. - ESKEDS

HE2IEE U ETRT. HBULIE, TFEUVMIICASBIT, $%14-3-3FAGEETE

BRI BN 2ERTE.
FUMEI (X IXHEEG| LR CERREKRZTRT A, PSDERL.
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