2022 (&fn4) £ 10H 12 H

TNVFOBDH—RASVRABER
2022 ($f4) £ IAE TVAVEY—RLASVREAESR

JE A G5 B R AT TR B A B BETA M IR BE e AR AUE 78 3 3
TUVFITDOY —=_A T A LR T P B3 % d & 078 Bt

(7 ]

DRI O ERBIRBEMEREE, BIEOHRIEICESS TV A VFEGOEHROERE A
HBHABHEORFFEOBRICHKHEMAZLZRMTHZ LI o TWDH A, 1999 (Fik 11)
FELY, KANORE (FRARARGAEICEREORE) BELNLT VA UREBROZE
FOGIR A NZE XA BB AR EMB S TERMED A &Y B 3 2 5 & A
720 BE (LLF. TEFZEEE) v o, 2010 (CERk22) FELY [PV A HOY—XA 7
AL RERTHICET 2MAEMNRIE] ~BIT) ICEMI, VA VROMRICIERENS
kb hhol, PRETIE I A Y Tz s AT —RA T RAEFES (BIZTY
TR —_NA T RAFBE W) AFEL, TORPTREEZ 1077y 7T T THK
HREANE, BB R EOoEMELZ— XA 7V AFBLELTREL, SHICEHEMNERD
TV A HEHEYEME (BREYEME) OB a5 T, BROBFEICH T D EREICH
T OB (HER ) IS RFEEREE B ACH E R G (LLali3fs SR BRRERIFEEE) O
IR SN 2BERFAEBMAZECHERIEONTZEBEICONT, FHAE L TEMFAEZIT-
TW5b, 2006 (CFpk 18) AN S [ERYIE O 7B & OUE YL E O BEF 233 2 EHFICE T
LA (EBRERE) CESW T ONTEFMIZOVWTEH, REOL & THAEXTR L
THEIIChoTm, EHIT, HEEZITI ODBICY =LA T U AFERT U A VY § M
B (B Y EME) DA LEEMCOVWTHRERBRICHEEL TS, =AM T2 20D
—RELTCEREOERENL 7 VA VENELNLDIEFICONT, BH (bDWILFEK) O
FAEOS LIV A VEABEFREBEOKBENRIERFIC, MWEME~ — I —HKOUKE
NERRZFZCHEFELONIN, ZOFEFRLAECIEHL TS, B, ULEOoEEITZTVWT
HLEET (BDWIEEE) ORENMELONTZHEICOREKL TV D,

="M T URAFZBIFXEMOICHBE I I RO —_ 1 T 2F8BE (LT, IT£&
B two) THMAESEOMRZHEL., ZESTHZIoREL L LITlx DBEIT
DOWT, ZWromEMN. KK (G - Batk - @RBEM 2 E] 2 EOFMEIT> T
Lo UEDX IR FREARTEEINTZEZTICONT, ECHZRVWTEMBICZZE
BRI EZEZEM L, TORORNEZBHFL TV 5,

2017 (M£pk 29) 4 4 A X ¥ Japanese Consortium of Prion Disease (JACOP) 2k 57U %4
O HIREFH A & HEEE L T A 2 D T D (http://jacop. umin. jp/jacop. html)

AW|METIE, TRETEEEINTE T —FIZMA, 2022 (5Ff14) F£9 H 1-2 HICH
BEINT—_A T U AFBETHRFTSINTEMREEZMATBRZ®RET D,
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G

1. 1999 (CFRpk 11) £ 4 H 1 B225 2022 (BF4) £ 9 H 2 B CoHMIc, MFREFE
FZEBELUCHESREZRAE L 6,691 4] (EEMZET) PP —_A T 2AFEBETHRFSINTE
(B EOFH T 379 il 2 MFt) o 209 bAEEH4,554 i (AR 233 FlZEBM) 187V
FUHELTRDOLIL, T —FRXR—RZHEINT,

2. RLUICHBEEBEOMNE - BIFEOSMAEZ T, BHE L, BEHI 4B Tk 2014 ((FERL 26)
D298 Bl T b 2 < T, 2013 (PFpk 25) 4 (293 f51) | 2015 (SEpRk 27) 4R (270 #1) |
2012 (SERk 14) 4 (264 6]) 7o TWnWd, RLIICAT XL HIT, 2016 [FAk 28] FLAKRIT W
FEANOBERFICLD2 78 4Y T2V b YaTHRORTHEOTRMEND D720, 5%
REREENEZ D ENHERTED,

£21 ’E#El@ﬁ%l@%‘iﬁzﬁ%%ﬁ%fa‘ 2000 FEACHT Y & bl L CUr 4TI, 60 LA
FOFERBERICE N TEER., BEEN EFEMIIH D,

# 3 Jxm%t@@%%%&%ri FEEBIcrT, B0 TARHIZY OBREK
Wb Eholz, TRTOEMBKRTCLZOANNSHTZD OBEFHNBITH TS WER 2 #E
B3N, 7B, TOKMEITMEEELEZAD (2020 [FF0 2] FEBFHEAND) THRLEZ
HLOTHY, FHOBBRLITRLR D,

3. RAICERFHROFEER DM ZHR MBS, BEIEH] 4,554 Flo > LMFEMNEI v A7
/b Fazh (LT, [sCID) &wv9) 283,453 6 (76%) ThHOH, ZDH>6 7V A
EAEGTOMBNFER I NTZDIL 2,288 4] (66%) THhotlz, EEMEIZa Y 7 | -
YaTHIE, 1BOERA 7 oY 7 zb ka7 H (vCID) % R T~ C R R 4 i
ZHT D (LLF, TdCJDy &wv9) 934 (2%) Tholz, EEHET IV A UHO H HiELGHE
raAY 7z Fazp (LT, TgCJD) &vvo) (X810 4] (18%) THYH ., ZdDoH b
TRBUCT VAV EABEBBTOLERNRERINTND (FEY O 1201 8B FRAERMIT T,
r7uaAY Tz b YATHEOREREATHERNTHD) . “AVA <Y s A bhaART
— Ty A= (LLF, [6SS) &wvo) 28171 6] (4%) . ESEMEFE R ARIRIE (LLF,
[FFI] W9 ) 761 (0.1%) Thole, ZOfIZ, 7V A HITWEEL TWDIHDODT
VA CRABEBFREBETPTOMBESEEOER P2 ETHEREDOEHENEF 1961 (0.4%) 17
T 5, RRFECTRDI L, 70 BROBFOFHABREL L (32%) . FIFEF O F 14 i 13

70 (FFlw o P RAEIZT 71 ) Th oo, FEREFFEEOFE L, dCJD & & T GSS 2% 50 i X
ERWEI S R ST,

4. TV F I ORRBNT FEREIR - Fr o HEBHE 2R b5 (8T (EHBE O & W T
&5 sCJD, gCJD, GSS DA ZER) . HEEORAN 201THEELDLEHF SN2, KK
EH LWRERE TR SNIEBADOAZEF LTV D, R 6 [T F L O MR BT R O tH
BUBHEE 22 7”3, B4 PSD (JE PR R ME i BE) o AT LA O P L b L B A B O S ET I E VY 2017
FEUBRICBEEINTEMNOARTEF STV D,

5. VA UVENBEESINTEFMLED T (£6,69161) . 5072617V 4 EHERT
BMENEHEINLTND (KT , 2HlEE (FEMET) . 7V AU REFEEE, MY
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gAY 7))l k¥ aTyE () B2, codon 129 & codon 219 2RI OS5 AG2F 7T IT7-7,
BEET VAR ELTHRESNTWDIESO S G, TV AU ERBETEROFEMN
bﬁof%éf@(%?%)@@h%wi® T AERBICAT, BRI T LIEARAANDT Y &

BEHEEBETFTORBIFITOATHWRVWE, ZETERENBZDODOLNTWVWHLEOICEMEMETY
ﬁ/ﬁk#umé;htﬁfﬂsz%b #8OEFMBREIR4L LT -F LAV, oF, sCJD &4
ESINTEFOPIZE T VA VEHERFRENITOA T RENWELEENL TS,
BEFERICETOIERPEGEONTZSEG., BEBLIOZOHBKEICK L TAAEEZ B D
THRHEEZAE LGRS 2T &, BEITAEEZN LTV A VHEOEBEKFICS
MDA E B ETERY, TZOLEOARMAERETITIL LA, BBHIZZE OBE AR DFE
DERIZOVWTHHAEZITI Z L LTS, B FBRAEORKREHIZ OV T, EAMIZIE
FIRENITI) Z E2FAIE L TWD R, ZE’WDT#~N4?VX§EA%%ﬁLTV
Lo MBI T BEICH L CTEFORWID BV 7OEMELEMLTEBY  EFERDH
AVXH AR — F&AT 5 RN S TV D

6. BHiHAELZEO CHIESITT NORTRHERINLTWS (2022 [4F 4] £ 10 A 4 H
BAE) , BIRMM O TOMM OS5 %25 9 12/R7T, sCID IR OB 17 » A 7M.

dCJD & gCJD TIEZEN LD bR REWHAIZH 5, CSSIHS HLIZEMICO 2/l 4 /Rd#&
DEENEI» - T,

7. IR OB W O FEE 2R 10 TR T, FIMERIT AR TIL 15% (3,977l 5 B 602 f5])
ToHh oo, dCJD R gCJD TIEHMENLLCEmWHmNBIE I N, JRofRE b Lica
KT 539 BN TV FUHMEFEFE L TEESNLTVWDIN, HABROBRENABFL TR NE
W63 PIFEFE SN, THOHOEFICO N TIHHERINENRFITONTEY ., SHREZHOME
FEWN ERDZ ERBFFEND, T, T —_"A T U AFEBRTITZWIETE O = DI ITH i

BELEZTCBY, fIREMICHT 2R - b EL TV 5D,

INETIEAY —_A T ATHEEINTZACIDIFRAICTRT LB A IBFTH S,
A@@%~A47/X§E THZICEBEMB&E SN ACID EFIX 2> 72, 25 93 JE
BIOIENIZ, BEICY —_"A T U ATHEEIN TN TZOROBIFAIC X0 R M IE
HHLZZE, BEIC2ERHESCERERFE CRE SN, TORBERBMEENS M L& %
H T, dCJD FEFNXBAE, AR 156 BN BRI T D,

BEDLAETHH LTS ACJD BEF OR W, AiRlOREEIZRT LB TH 5, AilH
CRIUT—%&HHET 5,

RIVICHFERBE A S T DRIRE R > TIWEED oA 2R3, S 69 B (44%) &5
<A G, Bl (27 6] 5 17%) BNZIT/NTE,

F 12 (T dCJD IR E TOMM O oMM A2 Rmd, £ < OBFE D 1987 (HHF1 62)
OB HIEAEBLRNICBEZ 2 T =& 20T, Bhi b dCJD %5 £ ToO WM IXE #
b3 2MmICH D, BIEOYYIT 13.5 F (FEH¥FE 7 F, Z/h~KK:1~33 %) Th
%o dCIDFEBIDFRIFED M AR LI, BN O RBIFWE TOMMOSMm AR 2 ITR7,

Tl 5 0D AL BR Y 28 4% |2 %ﬁ%xTKE% SWNWTIE, IFAEEOEBERER S &
WYL TWD 1993 (CFpk 5) FoBHEE (1 61) 2 Br& . LBREZE LLAT O R 722 o
DR OB 22 0TI L T e v, 2 OISR AE O "] REME A & D RE I S 13
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Bl b, BAELHERNET TH D,

AWFZEHECTlX, HEBMEBENH L IR o2 E., TONFIZOWVWTEIREN L FZEITH
HT 2 XKL TWnWod, 2022 (B5F14) B3 ABE, T XTORERMTERE (DX
EHRER) 2O RE (BD2WIEEE) ~ HEBMEL* T2/ 04 Y 7=V b a7
THDH] ZENRHHAINTWAZ ERERINLTWS,

9. INETOHFHEIF. AFEELEDL T, 2 TA V2 —Xy P TABRLTW?3

(http://www. jichi. ac. jp/dph/inprogress/prion/).
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014



®1. BEEOM-REEQOST

BERY BE . RrRAOBEHEH)"
8 x E 5 S it
HIRE -1995 7C 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24(C 1) 31 (¢ 1)
1998 24(C 1) 34(C 1) 58( 1)
1999 32( 2) 54( 2) 86 ( 2) 51 64 115
2000 48 ( 2) 56 ( 2 ) 104( 2) 44 69 113
2001 54( 3) 62( 2 ) 116 ( 3) 62 61 123
2002 47( 2) 50( 2) 97( 2) 54 80 134
2003 49( 3) 69( 3) 118( 3) 70 72 142
2004 59( 3) 71 3) 130( 3) 68 97 165
2005 74( 4) 88( 3) 162( 4) 72 83 155
2006 58( 3) 111 (¢ 4) 169( 4) 70 103 173
2007 79(C 4) 91( 3) 170(  4) 70 97 167
2008 73( 4) 100( 4) 173(  4) 96 107 203
2009 94( 5) 121 ( 5) 215( 5) 79 87 166
2010 101 ( 5) 141( 5) 242( 5) 93 125 218
2011 113(C 6 ) 149( 6 ) 262( 6 ) 107 112 219
2012 114(C 6 ) 150 ( 6 ) 264( 6 ) 99 142 241
2013 131 (¢ 7)) 162( 6 ) 293( 6 ) 116 136 252
2014 129(C 7)) 169 ( 6 ) 208 ( 7)) 115 130 245
2015 120( 6 ) 150 ( 6 ) 270( 6 ) 120 143 263
2016 98( 5) 124 ( 5) 222( 5) 115 144 259
2017 98( 5) 108 ( 4) 206 ( 5) 127 165 292
2018 88( 5) 161 ( 6 ) 249 ( 5) 154 183 337
2019 9( 5) 124 ( 5) 223( 5) 105 166 271
2020 91 ( 5) 141( 5) 232( 5) 131 183 314
2021 51( 3) 74( 3) 125( 3)
2022 0( 0) 1( 0) 1( 0)
& 3 4 7
it 1944 ( 100 , 43) 2610 (100 , 57) 4554 ( 100 , 100) 2018 2549 4567

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

)RR % (ME R A DR TAEEHF100%IT7252 N 2 E1H D)
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S )
-39 40-49 50-59 60-69
JN=RY AR AR
BEH  BEH (FA) BEE? BEH (FA) BEE BEY FA) BRE
HRE 1999 2 4 17,158 0.2 19 18,646 10 34 14525 23
2000 4 7 16,552 0.4 23 19,089 12 26 14,803 18
2001 4 2 16,080 0.1 21 19,221 1.1 41 15,128 27
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 39 15,636 25
2004 3 5 15,533 0.3 16 18,806 0.9 40 15,921 25
2005 4 6 15,619 0.4 27 18,968 1.4 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 1.3 65 15,677 4.1
2007 3 5 15,685 0.3 21 18,324 1.1 37 16,216 2.3
2008 3 7 15,908 0.4 14 17,495 0.8 51 16,901 30
2009 3 7 16,127 0.4 30 16,712 18 61 17,698 34
2010 4 7 16,617 0.4 29 16,264 18 72 18,285 3.9
2011 0 5 16,992 0.3 34 15,793 22 68 18,392 3.7
2012 0 7 17,400 0.4 27 15,469 17 75 18,349 4.1
2013 0 5 17,794 0.3 22 15,295 14 82 18,262 45
2014 2 8 17,943 0.4 33 15,268 22 82 18,027 45
2015 2 5 18,306 0.3 23 15,429 15 73 18,200 40
2016 3 10 18,678 05 10 15,244 0.7 50 18,318 27
2017 0 7 18,579 0.4 26 15,533 17 50 17,605 2.8
2018 1 4 18,432 0.2 24 15,783 15 75 16,836 45
2019 2 2 18,181 0.1 16 16,036 1.0 59 16,104 3.7
2020 0 2 17,939 0.1 12 16,379 0.7 62 15,523 40
2021 0 3 17,499 0.2 5 16,767 0.3 34 15,099 23
2022 0 0 - - 0 - - 0 - -
£+ 50 117 389,746 0.3 501 393,817 1.3 1253 382,861 3.3
it %)
70-79 80-89 90— £EH
A0 A0 A0 A0
BEH  (FA) BARE BEH  (FA) BERE BEH  (FA) BARE BEH  (FA) BHRE
HRE 1999 22 9629 23 5 3922 1.3 0 637 86 125432
2000 31 10,030 3.1 13 4,140 3.1 0 700 104 125613
2001 41 10,454 39 7 4313 16 0 772 116 125908
2002 32 10847 30 7 4499 16 0 854 97 126,008
2003 42 11,219 37 5 4,703 1.1 2 929 22 118 126,139
2004 48 11,526 42 18 4935 3.6 0 1,013 130 126,176
2005 64 11,896 5.4 11 5,258 2.1 1 1,078 0.9 162 126,205
2006 56 12,179 46 18 5577 32 1 1,152 0.9 168 126,154
2007 72 12,438 58 32 5,894 5.4 0 1,219 170 126,085
2008 69 12612 55 27 6,209 43 2 1,277 16 173 125947
2009 81 12,670 6.4 30 6,544 46 3 1,326 2.3 215 125820
2010 86 12,960 6.6 39 6,809 5.7 3 1,368 22 240 126,382
2011 105 13,273 7.9 46 7,098 6.5 3 1,442 2.1 261 126,180
2012 101 13595 7.4 49 7,391 6.6 5 1,524 33 264 125957
2013 125 13,840 9.0 57 7,666 7.4 2 1,610 12 293 125,704
2014 113 14,137 8.0 58 7,909 73 2 1,713 12 298 125431
2015 108 14,081 7.7 55 8,161 6.7 4 1,782 22 270 125319
2016 89 13,873 6.4 54 8,432 6.4 6 1,922 3.1 222 125020
2017 66 14,423 4.6 56 8,665 6.5 1 2,050 0.5 206 124,648
2018 91 15099 6.0 49 8,836 55 5 2179 23 249 124218
2019 78 15856 49 58 8913 6.5 8 2305 35 223 123,731
2020 95 16,171 5.9 57 9,113 6.3 4 2386 1.7 232 123,399
2021 49 16,299 3.0 32 9,400 34 2 2521 0.8 125 122,780
2022 0 - - 1 - - 0 - - 1 - -
He 1664 299,107 5.6 784 154387 5.1 54 33,759 1.6 4423 2,884,256

1) AABEHEFTHBELTHERALTLSAD

2) AO1007 A4

3) AOBLUBEIRE1999~2021 FTEH (2021 F LB ERBEN S LV =DEELLZ>TLNS)
1998 F LURTIZHRIE LIEBF RSN TUOE WO AEFHER 1 EIFERL S (DiELy)
RERFHRADE (108) LEQHHLIRINLI=,

016



=3, t&- EE%EIIADJBT:U%G),%%ﬁ

X AB10A Axt
AO10/ A%t AO10B AR EBEHOML
BEH A0 EBEHN) BEH A0 BFEHN) (B &)
F#5 () (AN FAN) (a) (AN FAN) (b) (a/b)
-39 29 25725 0.11 30 24,622 0.12 0.93
40-49 58 9,119 0.64 76 8,821 0.86 0.74
50-59 229 8,242 2.78 304 8,137 3.74 0.74
60-69 595 7,609 7.82 699 7914 8.83 0.89
70-79 724 7,446 9.72 961 8,725 11.01 0.88
80-89 293 3,544 8.27 491 5,569 8.82 0.94
90- 13 601 2.16 42 1,785 2.35 0.92
E)AOZ2020E D ERFAEHER
RIEBFEHAAOELRRELTHDE (F5H108) L2 M LRI LT,
#z4. EEOU-REBERIFHER A
BiEEIIAUE
EiEBE S
M EER BonbHd EintE RED
£EH cJD P CJD CJD CJD 2 GSS FFI Tutim D
i
2] 1944 ( 43 ) 1488 ( 43) 1 40 ( 43 ) 317 ( 39 ) 84 ( 49) 5 9
= 2610 ( 57 ) 1965 ( 57 ) 53 ( 57) 493 ( 61 ) 87 ( 51) 2 10
F#h ()
10-19 4 0 2 ( 2) 2 ( 0) 0 0
20-29 11 ( 0) 2 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 0 (1) 15 ( 0) 10 ( 11) 5 ( 1) 13 ( 8) 0
40-49 121 ( 3) 70 ( 2) 1 7 ( 8) 22 ( 3) 31 ( 18) 1 2
50-59 492 ( 11) 380 ( 11) 21 ( 23) 59 (7)) 68 ( 40 ) 3 2
60-69 1144 ( 25 ) 1049 ( 30 ) 26 ( 28 ) 166 ( 20 ) 46 ( 27 ) 3 4
70-79 1463 ( 32 ) 1367 ( 40 ) 20 ( 22) 282 ( 35) 9 ( 5) 7
80-89 648 ( 14) 542 ( 16 ) 2 ( 2) 237 (29 ) 0 3
90-99 4 (1) 20 (1) 0 34 ( 4) 0 1
100- 0 0 0 0 0 0
N 11 8 0 1 1 0
it 4554 ( 100 ) 3453 ( 100 ) 1 93 ( 100 ) 810 ( 100 ) 171 ( 100 ) 7 19
4554 ( 100 ) 3453 ( 76 ) 1 93 ( 2) 810 ( 18 ) 171 ( 4 ) 7 19
T (5%) 70 70 48 57 74 54 56 68
h s i (5%) 7 7 48 61 76 56 58 70
ZHERE (%) 11 10 - 16 12 10 5 13
=RED () 15 22 48 15 15 22 46 40
BEEE(E) 99 95 48 81 99 75 61 92

1) HIFETECID 345361055, TUA L EHBEFORELNEESNI=DI1£2,2884 (66%) THY, Y DIERFITILRIEST.

2)TIAVEABEFOERERDEVD, CIDOREELNHLHIEZEL. BALEFIECOATIVICEFND.

) EEBBELATS, BERET (FHRAL) ICKYEBMEREL, JUFBERBETFHRESR, REEEZAEFLENEEND.

AN IZ% (MIERADBEBRTEEX100%IHELENELH D)
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R5. TRFEEFOHBTHE

MM EiEH
eEE" cJD? cJD? GSS
8
EITH (RRETE) 997 ( 77 ) 788 ( 83 ) 195 ( 64 ) 7 ( 18
EITH (BHRETR) 276 (21 ) 146 ( 15) 96 ( 32 ) 31 ( 78
EITHE TN 26 ( 2) 11 1) 12 ( 4) 2 ( 5
TEER Y
SAYO—XR 856 ( 66 ) 717 ( 76 ) 122 ( 40 ) 12 ( 30)
T ERENE 1280 ( 99 ) 944 ( 100 ) 300 ( 99 ) 26 ( 65)
N ERR N 588 ( 45 ) 458 ( 48 ) 94 ( 31 ) 35 ( 88)
KRR 695 ( 54 ) 534 ( 57 ) 139 ( 46 ) 19 ( 48 )
IR R IE 502 39 ) 393 ( 42) 96 ( 32) 8 ( 20)
EHES 593 ( 46 ) 495 ( 52) 85 ( 28) 8 ( 20)
REFEE 128 ( 10) 93 ( 10) 22 ( 7)) 13 ( 33)
ARES 423 ( 33 ) 375 ( 40 ) 44 ( 15) 3 ( 8)
AR IR 619 ( 48 ) 490 ( 52 ) 109 ( 36 ) 15 ( 38)
mENERE 849 ( 65 ) 685 ( 72) 143 ( 47 ) 13 ( 33)
ZDHDER
I HITEE 995 ( 77 ) 743 ( 79 ) 212 ( 70 ) 34 ( 85)
EEEE 482 ( 37 ) 371 ( 39 ) 8 ( 27) 26 ( 65)
W T P = 502 ( 39 ) 400 ( 42 ) 8 ( 28) 12 ( 30)
fEht - ERAfEE 263 ( 20 ) 202 ( 21) 49 ( 16 ) 10 ( 25)
TADAFEE 94 ( 7)) 78 ( 8) 13 ( 4) 2 ( 5)
ADL
RETHENET 897 ( 69 ) 675 ( 71 ) 197 ( 65) 19 ( 48)
HITIEE 962 ( 74 ) 717 ( 16) 210 ( 69 ) 29 ( 73)
BETRE 624 ( 48 ) 531 ( 56 ) 81 ( 27) 7 ( 18 )
A IIER #s%E 14 C 1) 12 ( 1) 1 ( 0) 0 « -
SE VIR 15 (1) 12 ( 1) 2 ( 1) 1 ( 3)
&t 1299 (100 ) 945 (100 ) 303 (100 ) 40 (100

3£ 1) MMHEMHECID, BIEHECID, GSSUNDKEEEELIRTOIIA U RESE.

2) T)AVEBRBEFORRFITOTVVELVEIESD.

3) TNALVERBIEFNLEEERHLEND, CIDOREENHIHEST.

4) WHOIERZE E(ZHE LD XI-LERES REES - HBHEK (IWHOIEIZEE LT E LA
FEINA (X%
FEEWRETSNI201 TFE LIBIZE RSN BB HEZEH LI (S BIEEZREFRBUZETESELY).

018



6. B URMRIF .0 H B

E Bzt
SEED CJD ? cJD ¥ GSS

R AT R Y
PSD

& T4 3049 ( 70 ) 2706 (80 ) 251 ( 33 ) 19 ( 13 )

(=S 1332 ( 30 ) 667 (20 ) 501 ( 67 ) 122 ( 87 )
EREHOBRIKIE )

5 % 444 (73 ) 301 ( 78 ) 126 ( 65 ) 12( 63 )

(=S 163 ( 27 ) 85( 22 ) 69 ( 35 ) 7( 37)
MRIFT & ¥
AXKNREDSIEET HY 979 ( 95 ) 728 (97 ) 237 ( 97 ) 9( 29 )
EEZDSES HY 442 (50 ) 354 ( 55 ) 81 ( 39 ) 5( 18 )
HAEROSEE HY 103( 12 ) 79(C 13 ) 21 ( 10 ) 1( 4)

SE1) MFEMECID, BIBMECID, GSSUND T AU REELIRTOI)AURESE.
E2) VAV ERABEFOREBEEZTOTLVELVIEZSD.
AN TVALVERBEFOLEEEZROLELD, CIDOREENAHLIFIEZST.

F4)PSDLSNDIEE X, ABEZERETSN201 TELBICEFIN - BERERILI1=20,

PERITEFREBELREIASZ0N.
A (%) DR ERIFEREOERERBTHY, REERTHOZE XL
2FY, BREBMHLEEEDOFA100%E4S.
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F7. TVAUEREEFcodon 1298 L Ucodon 219D B R DL %

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys Eit
Met/Met 4504( 92 ) 156 ( 97 ) 11( 100 ) 4671 ( 92 )
Met/Val 379 ( 8 ) 5 ( 3) oC - ) 384 ( 8 )
£HEH") Val/Val 17¢C 0) 0( - ) 0( - ) 17(C 0)
=1 4900 ( 100 ) 161 ( 100 ) 11( 100) 5072 ( 100 )
CEH 4900 (97 ) 161 ( 3) 11(C 0) 5072 ( 100 )
Met/Met 2921( 92) 28 ( 100 ) 5( 100 ) 2954 ( 92 )
Met/Val 258( 8) 0o( - ) o( - ) 258 (8 )
guﬁ'/rﬁ Val/Val 13 0) 0( - ) 0( - ) 13( 0)
BERK) a3 3192 ( 100 ) 28 ( 100 ) 5( 100) 3225 ( 100 )
&t 3192 ( 99) 28 (1) 5(  0) 3225 ( 100 )
‘ Met/Met 2121(  95) 10 ( 100 ) 2( 0) 2133 ( 95)
MEIETOA Vet val 97( 4) 0( 0) 0(C 0) 97( 4)
JITIEN ol val 12( 1) 0( 0) 0( 0) 12( 1)
jjjg)(ﬁ &% 2230 ( 100 ) 10 ( 100 ) 2 2242 ( 100 )
&t 2230 (99 ) 10( 0) 2242 ( 100 )

1) —ARASURAEESTRESNT-ERF (6,691 DILBILFBRRETOFEIRT(ZER T VHREERTE
SNE=EOESD)
F) £RIEEHEDIL codon 129 DIERILH DA codon219 DFERIARIBLTULSEFH 475185 5.
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£8. JVAVERBEGEFEEDSH

£EEN BintE
T EREETFEER I REE CJD

GSS

FFI

102(Pro/Leu) 147 (
105(Pro/Leu) 19 (
178(Asp/Asn) 8 (
180(Val/lle) 523 (
180(Val/Ile)+232(Met/Arg) 5
180(Val/lle)+237(Ser/Phe)
188(Thr/Lys)

196(Glu/Lys)

200(Glu/Lys)

(200Glu/Lys, —24 bp)
200(Glu/Lys)+232(Met/Arg)
203(Val/lle)
208(Arg/His)
210(Val/lle)
232(Arg/ Arg)
232(Met/Arg)

Octapeptide Repeat Insertion

(72 bp)

(96 bp)

(120 bp)

(168 bp)

(&P
Codon 178 (2bp deletion)

—_
—_

O WN—-=- W—-=NO = — —

AN AN AN AN AN AN AN AN AN AN AN
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147 ( 89 )
19(C 11 )

166 ( 100 )

7( 100 )

7 ( 100 )

BN IE% (M AADBZR TEETX100%[CHESHE N ELHD) o

BIFEERFRDOINMEMCIDELTEERFSINTWAIEFHAHS (5H1846l: TEEDAEY) .
Bl FEEFZDEH T/ BEZFZTNL V7B, E200KF 1 FI=0HIFEMECIDEZ S = 1641,

[AIE2] Octapeptide Repeat Deletion (-24bp: IEFE Z & T#HH24bpMD R K)EH T HIMFHEMECIDA

SBIFBEFHEIN TS,
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®9 RTEDRBIOETCETOHE RTHEREhTVEIEQOHEER:N=3,977)

ERHE
SEE S EER BEDH5 BEiEH SERED

RHEMSETETOHRM(A) cJD” CJD CJD cJD? GSS FFI POE L
0-11 1765 (44 ) 1495 ( 48 ) 0( 0) 35 ¢( 38 ) 226 ( 35) 3( 2) 1( 25) 5( 29)
12-23 22 (1) 6 ( 0) 0( 0) 0( 0) 7C 1) 7(C 6) 2 ( 50) 0( 0)
24-35 43 ( 1) 11 ( 0) 0( 0) 2( 2) 13(C 2) 16 13) 0( 0) 1( 6)
36-47 1111 ( 28 ) 874 ( 28) 1 (100 ) 30 ( 33 ) 189 ( 30 ) 11 ( 9) 0( 0) 6 ( 35)
48-59 555 ( 14 ) 442 ( 14) 0(C 0) 13 ( 14) 91 ( 14) 8 ( 1) 0( 0) 1( 6)
60-71 205 ( 5) 136 ( 4) 0( 0) 6 47 (7)) 16 ( 13) 0( 0) 0( 0)
72-83 17 ¢ 3) 76 ( 2) 0( 0) 2(C 2) 23(C 4) 13( 11) 1( 25) 2 ( 12)
84-95 62 ( 2) 3 ( 1) 0( 0) o(C o0) 19(C 3) 11 9) 0( 0) 2 ( 12)
96-107 37 ( 1) 12 ( 0) 0( 0) 1 1)y 10C 2) 14 12) 0( 0) 0( 0)
108-119 28 (1) 8( 0) 0( 0) 1 8 ( 1) 11 (C 9) 0( 0) 0( 0)
120- 20 (1) 5( 0) 0( 0) 10 1) 4( 1) 10( 8) 0( 0) 0( 0)
N 12 10 - 0 1 - 1 -

&5t 3977 ( 100 ) 8105 ( 100 ) 1 ( 100 ) 91 ( 100 ) 638 ( 100 ) 121 ( 100 ) 4 (100 ) 17 ( 100)
EH(A) 21 17 42 23 27 78 28 25
FRIEA) 14 13 42 15 18 68 13 19
BEREA) 25 18 - 28 30 53 35 22
=/INA) 1 1 - 1 1 10 7 4
=X(A) 312 312 - 206 255 294 80 68

FNTVAVERBETFORRETOTVEVGIZET.

) AL ERBEFOERERDHEVD, CIDDRERLNHIHEST.
ST 3,97 THIEEE LIz GBI R REL A o= B (X EE A SIRA) .
FEIRIE% (MIEEADBERTEEIE100%I2E5HENELH D)
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#10. ZHOHEEE

FEE 451 (X IXHEEH £%0 M3l &t
mMFMECID 368 ( 11 ) 2580 ( 75 ) 505 ( 15 ) 3453 ( 100 )
ERECID 1( 100 ) - - 1( 100 )
EERIBEEDHHCID 41 ( 44 ) 36 ( 39 ) 16 ( 17 ) 93 ( 100 )
EiEHECJID 108 ( 13 ) 691 ( 85 ) 11(¢C 1) 810 ( 100 )
GSS 16( 9) 152 ( 89 ) 3(C 2) 171 ( 100 )
FFI 3( 429) 4( 57) o( 0) 7 ( 100)
PNEREDTYAE" 2( 17 ) 6 ( 50 ) 4( 33) 12 ( 100 )
LBE (/D) 539 ( 12 ) 3469 ( 76 ) 539 ( 12 ) 4547 ( 100 )
EDDEEREDTVA IR (E19ER) (CIXZMHEETRELTHEENS.

KT DEHILERILTULNS
FEIMAIE% (REREADBERTEEIE100%I2E5ENELH D)
GSS: FILARMT Y ARALRT— v (U T—IR
FFI: BB R4 AR JE
PIFEMECID, EIEBHERE D HSHCID
HEEH - HEAMARERR, 30X 4 OV CRELBEZTTRKICEE T

TUOERERH.

(FIZHEEN] FREBRTFRMNLVERI T, ETHRRETRL, K TPSDERDHD. BIZ, S
A—XX, KR HAENRES, MUEK - REERE. 85 -8SKED
BE2IHBULETRT. HAHLIE, TEROMILIZASHIT, 88K 14-3-3FE8BHET:
BRER B A 2F R i

£F LM - (X IXHEEGIEFE CERKIEKRETRT A, PSDERL.

BInECDJ, GSS, FFI
rESE 451 : HAMARERR, £EYIR40 IOV CRELBEZTTKIZCERE T
TUoEAZERHEL, VAV EAEGFEREFETS.
X IZFEEG FERRIEIELD, VAV EREGRFERERD. BRAAERNFELLIL.
£F L\ : RIBRFR MG, VAV EREGFEELIBASNTULVEND, EinET):
URETRETHERFTRERERNHD.
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1. EIRBEEEZRTH/0/4YTTL
b VIO RBEDBIEQLELL S-RE

fRAE (R&) A# (%)
fxi g5 69 ( 44 )
Aixi £ 1 27 ( 17 )
RIEHREIRTE 100 6)
i xfn 7( 4)
Eisi 8( 5)
==X 7( 4)
R s 19( 12 )
=X #iEE 7C 4)
0" 2( 1)
&t 156 ( 100)
1) BHEFEBLE1H. SMERTANAD
focusPRrZE F 1T 145

FERIE% (MEREADBERTEEHE
100%IZH 6N EEHHD)

®12 BEBEEZEI5I904Y I YIAIRBEOBBEELBEICRBETOIMH

BIEA LRFETOHME (F)

BiEE 1-10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33X &HFt
1975 1 1
76
77
78 1 1 2
79 1 1 2
1980 1 1 1 3
81 1 1 1 1 4
82 4 2 1 1 8
83 6 1 5 1 1 1 1 16
84 12 2 4 1 1 1 2 1 1 2 1 28
85 12 1 1 2 2 2 1 2 1 2 26
86 10 1 2 3 2 4 4 2 3 31
87 8 2 1 3 1 2 2 1 1 1 1 1 24
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
ait 58 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 1 1 156
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H1. EEBEEEZE T 704V 7L YaATHEREISADRFTEDSF
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(AN) 8

L!')LDl\OOCDOHNm<rL!')LDI\OOC\OHNMSLDLDI\OOO\OHNM#LHLDI\OOCDO
00 0 00 0 0 O O O ) &y ) O O O O ©O © © O O O O0O0O0 H ™ o o A oo
DO OO OO OO OO0OO0OO0O0O0O000000O0O00O0O0O0OOoOOo
R I B B TR IO B O IS e O O R B R o R Y o A o I o VA o N A o N Y o VI o N A o I o VAN o VA o I o VI o VA o N I o VI o VI o\ I o VI o VI o\ I o\ |

B2 BEEBEEZETHI/AMYITILL-VYITHRBEISCADOBENCRBETOHBMOS A

18
16
14
12

10
(A)

123456 7 8 9101112131415161718192021222324252627282930313233
3
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