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LT (BDWIEEE) ORENELONTZHEICOREKL TWD,

V= T RAFRFEMHICHE SN DM REHEOY — o T 2FB82 (LT, [&
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DOWT, BWrofEMSE, FK [MFEH - Bk - SEEMG R ] 2 8otz T > T
Do EDX I TR Z/MTHEEKINTZBEHICONT, ECH 2RO TEHNICZZIE
W ICHAEREZ XML, TORORKRUZEBHL TWV5,

2017 (EAk 29) 4 4 H £ Y Japanese Consortium of Prion Disease (JACOP) (& X B 7V A4 v
oo BREF A & LTI A 2O Ty (http://jacop. umin. jp/jacop. html)

AKWETIZ, TETBRE SN TE LT —ZI2MA, 2023 (41 56) £ 2 H 2-3 AICH
SNl —_"A T U AEFBE TR SINTCHREMATZBEREH®ET D,
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1. 1999 (“FRk11) 4 A 1 B» 5 2023 (5Fn5) 2 H 3 BE TOHBIC, FIFERIEFESR
ZEUCHERZIUG L 6,936 6] (EEGIEZEZT) DI —_A4 T AFHXTHRITIN
7o (BEOF 212 245 Bl &2 &) o SBEIOBRFHEG O 5> B 38 FlLFATFEA DG L 72
St ARt A TIAE (ARIF I 160 FlZB8MN) BTV A UFHELTROLIL, T —#
N— 2T BRI,

2. R1ICHEEBZTOMNE - BIWEOGAMERT, BHWFIL, BEHI 2 E T 2014 (FRR 26)
EN208FITHRHEL <, WWT, 2013 (FRk 25) 4F (294 ) . 2015 (*Fpk 27) 4 (271
B) . 2012 (CFpk 14) 4 (264 f5]) 72> TWb, 1IZAT L O, 2016 [Fpk 28]
FELEITVELAOBREHFICEZZ 04y 72l b « Y TIRORTE EOTREEN H
L2, SR%BEEFENVE LD ENHELETE S,

%2’E#%&&%%%ﬁ&ﬁ$$%%ﬁomwﬁﬁ%%&%@bfﬁ&fﬁ\mﬁ
PLEDOFEEBERIZB W TEETSK, BREEN EREHERIZH D,

R3IIWCADDHTEYOBREFHZN - Flhllcrnd, Bhked 10 ERTADHZY OEFH
BREkbEZhol, TRXTOFEBBHETEZO AASHTD OBEENFITH X TE W EmN
MBLE IRz, 7B, ZOHMEITHREERETHZ A0 (2020 [5Fn 2] FEBHAEAND) T
frL7-bDOTHY, FHOBEREITELR D,

3. RAIWCKRFGEOFEROAMZHMBNI R T, BEIER 4, 714605 HIEEI a4 Y 7 =
b s YaTdm (BLF, [sCID) EW9H) M 3,578 %1 (76%) THOH, ZDH>H 7Y A
VEABMLETFOMBAEMSINTZDOIX 2,373 6] (66%) THhoto, EEME I/l Y 7 o
ke Y adIEE, 1BFOERM 7 a4 Y 720k - Y379 (vCID) ZFRWTT T
WEEBMEELZ A3 25 (LN, [dCJD) & 9o) 9341 (2%) Thole, BintE7 U A 9H
Do biEfEEs A Y72 h a2 TR (BLF, TgCID) & 9) 1T 842 il (18%)
Thbh, Z0H2H 80 FHIZT VA VEABRTFOLRPERINLTND (XY O 12
LEEBETFRERBITT, 784V 72V - YaTdRORKBEEHRETLERTHD) |
FIWVAR « AbhBAf AT — Uy A A—9 (LT, TGSS) &Ww)H) 174 % (4
%) . BOEMEFRBEMEARE (L. TFFI) &Ww9o) 28l (0.1%) Thoto, ZDfth
i, VA VIRITHEEL TV L 00T ) 4 v B HBAGF B SR P SOm BEBE O fEiR
RETHEREOENEF 184 (0.4%) FET H, REFZ TR &, T0EROBEHF D
HENRHEL < (31%) . FEHEEOFLLEFEIL 70 % (FlO R RAEIX 71 %) Th o7,
FEIR AR s D 1. dCJD 3B X OV GSS 28 50 N SRV Em A R b,

4. TV F R OFFRRIN EEIER - T O MBIBHE 2R 5 12T (ERMBEE O S WIHE T
& % sCJD, gCJD, GSS DA A FK/R) , HEEOKRAN 2017 FENLTHF INT-H, A
RITHTLOVWHEECEFSINTLBEFOLZEF L TWD, R 6 TP X UMK MRT P &
OHBLEE 273, KM PSD (AEIMERI MM KE) OGBSO, A= O wET
WZREWV 2017 FLARRIC B SR SN FEBI O A THEFF STV 5D

THIKY—NA T AFERE T REERENEMAFAICEALZEEL., UM TLIVEHESL, To®%ICT
NRTOY—=_NATF U RAEBICA Y FTA - TRRAZ L TRRBEEDHX (20224898 L viEA) |
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5.

TUF IR BGE I LT IER (46,936 1)) HE©O T, 4,665 il (67%) 27V A &
HEBELGFREDNESNLTWDE (RT) , AEflZzEE2NESE., 7V F U HEBEERIK,
sCJD (F#) BiZ. codon 129 & codon 219 W OS2 R T IR,

BEET VA URE L THEBEINTVWIEMOI L, U A EHEGTEROFEMM
Do TWBHAERF (1,009 ) OBIEFEROSHZR 8IZRT, BEICKET LIZAAD
TV A UCEHEBLBTORRIZIITONAL TV RNR, FETEREIRDOLNLTVDLZOICE
BTV AR EHESNTEMLH Y REOEFFHRIIRL LT L.tk
sCIJD LHIESNTEFAMOFIZIFT TV A VEHBBEIREN TR T2 0nELEEN
TW5b,

BEFERICETIERIGONTESGSG., BEBIRZORKEIZH L TAMEE D
TR R AR LEREMEZITDORWVWI LT, EREITAZEZNLET VA VIROEBEREIC
DRV LABELEETE RV, TOLLOARMEHETITL LA, BHWIZZDOERKRTE
BOFOBWRIZOWTHHAZIT) ZLICLTWD, @ETFrRAEOKESTMIZOWVW T,
FEARBCIZTERENMTI L ZFEHIE L TWAIN, HREZIELTYH—_A T A EBE
bW IIL TS, MMABICIEERICEHL TEFROEWAI Y B V7 OEMELSML
TEBY, BHICLEZDRTHAR—=F2{To TS,

BHAAEZ SO CTHAIE 4, 117 AOFRCTHRHER I TS (2023 [5Ff1 5] 43 A 8 HEL
£), BFMORCETCOMBOSHER 9 IZ-T, sCID ITE&MMOFEEN 17 » A
M, dCJD & gCID TIEHEN LY HLXEWERMIICH 5, GSSIT S HICEMICOZ 2%
AT EHEOEIG DRI oI,

J TR O 2 W D MR E 2R 10 12R- T, FIBIXTEETIT 15% (3,977 Bl 5 5 602 i)
Th o7, dCJD R gCJD TIEHHMENCLCRLEmWMHM ANBLE SN, FIROMBREL S &
IR TH3IFN TV A i FEE & L TREINTWDD, HImoEESHBHLTY
BRWEN IR ENT-, ZNODREFMICOVTITHBERNENFE TN TEY ., 5%2
WroOESEEN ERNDZ ENHMFEND, Fo, WA T U AZFESTIEZHHEED -
DITIEHRIIERELEZEX TCBY, #IREBRICTET L2V R—FEEML TWND,

INETICAY =S T U RATHESNTZACIDIZR AT TEBV A IBHITH S,
SEOY —_A T U RAFBETHICEMBEGE I N ACJD FEFIZ R o7, T 93
JEFI OIENIZ, BEICH —_XA T U A THEEIN T TZOHOBYRAIC L0 RS
JERHB L7cE ., BECAREMBESCHBZEBHE CTIRE I, £ D% IR 23 B
L7=F%&H T, dCID SEBNITBAE, A 166 BN B EN T WD, B EDAE THH L
TW5 dCJD BE ORBLIE., AT OWMERIZRT ERBY THh D, Bl (2022 [4F0 5] 4
9 HBEY — XA T U 2 ZBEEBOME) LRLT— 22 HBT 5,

RILICHEBEBM 22 DR K & 2o T WEBD oA 2 -3, WIES 2 69 61 (44%) &
Bk < 25D i (27 F 5 17%) BNZickWiz,

RI2ICHIEBES dCJD BIFE TOMB oS E =T, £ < OBEFE D 1987 (HF162)
FEOMRAE FIEEBLFICBMEEZZ =& T, B2 5 dCJD K £ ToHMIX
EH b+ 2 MEBICH D, HIEOYEY X 13.5 4F (FEYERFZE 744, K/ ~K K 1~334)
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THo, dCJDIEFIORFEO A ZRK 1, BENOLREFE COMBE OoH 2K 2 125R
‘a—o

MR OMIIEEFRICBMEZZ T -EBFICOVWTE, BAHEEOBBEAERN I L
PHEIL TV 5 1993 (CFRk 5) OB (1 61) ZEr& . LBEIEZ W LLRT O B
7R DN OREREAE 22 0TI L TRy, 2 Ot IS B R O R RENE DS B D E
Bl 13610 BAELGHEBRINETTH D,

ARHFFEHETIE, BEBHEENH LIS >THAE, TORNFICTOWVWTERE D FEIHEIC
T2 XKL T WD, 2022 (55F0 4) 4 3 ABTE, T R_XRCOEMTERE (b
DWVITEREE) O ERFE (BD2WIEKE) ~ HWEBHEEL* AT 270244 Y7L b
X AT TH D] ZEDBTAINTWNDZ ERERINLTWVD,

INFEFTOY—RATUAFEBESEBOEIT. AHERLED T, KO 2ODK— 52—
VETRBELTWS (¥ ru— KA[HE) |

TIVF VRO —RASVREREFIHICETHAERNEH
http://mos—jp. com/prion/survey/survey. html
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®1. BEEOM-RBEOST

BEK s BEH(AOSEHK"
8 x B E: = it
HRE -1995 8( 0) 16(C 1) 24( 1)
1996 3(C 0) 5( 0) 8( 0)
1997 7¢( 0) 24( 1) 31 (1)
1998 24( 1) 34( 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 ( 2) 62 61 123
2002 47( 2) 50( 2) 97 ( 2) 54 80 134
2003 49( 2) 70( 3) 119( 3) 70 72 142
2004 60( 3) 72( 3) 132 ( 3) 68 97 165
2005 75( 4) 88( 3) 163( 3) 72 83 155
2006 59( 3) 113( 4) 172(  4) 70 103 173
2007 79(C 4) 9% ( 4) 175( 4) 70 97 167
2008 74( 4) 101 ( 4) 175( 4) 96 107 203
2009 97( 5) 121 ( 4) 218 ( 5) 79 87 166
2010 101 ( 5) 141( 5) 242( 5) 93 125 218
2011 114(C 6 ) 149 ( 6 ) 263( 6 ) 107 112 219
2012 114( 6 ) 150 ( 6 ) 264( 6 ) 99 142 241
2013 132( 7)) 162 ( 6 ) 294 ( 6 ) 116 136 252
2014 129( 6 ) 169 ( 6 ) 208 ( 6 ) 115 130 245
2015 120( 6 ) 151 ( 6 ) 2711 (6 ) 120 143 263
2016 104( 5) 128 ( 5) 232( 5) 115 144 259
2017 108( 5) 119( 4) 227( 5) 127 165 292
2018 92( 5) 165( 6 ) 257( 5) 154 183 337
2019 105( 5) 128 ( 5) 233( 5) 105 166 271
2020 102( 5) 155( 6 ) 257( 5) 131 183 314
2021 78(C 4) 98( 4) 176 (4 )
2022 7C 0) 9( 0) 16( 0)
T 2 4 6
it 2024 (100 , 43) 2690 (100 , 57) 4714 ( 100 , 100) 2018 2549 4567

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

E)EIIRIZ% (MR ADBERTEEIL100%IZHELE N E6H D)

031



Fh (5R)
-39 40-49 50-59 60-69
N=R AO AO
BEH BEK O (FA) it BEY FA BEE B2E® FA BEE
HERE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 23
2000 4 7 16,552 0.4 23 19,089 12 26 14,803 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 39 15,636 25
2004 3 5 15,533 03 17 18,806 09 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 26 19,085 14 65 15,677 4.1
2007 3 5 15,685 0.3 21 18,324 1.1 40 16,216 25
2008 3 7 15,908 04 14 17,495 08 52 16,901 3.1
2009 3 7 16,127 0.4 30 16,712 1.8 63 17,698 3.6
2010 4 7 16,617 04 29 16,264 1.8 72 18,285 39
2011 0 6 16,992 0.4 34 15,793 22 68 18,392 3.7
2012 0 7 17,400 0.4 27 15,469 1.7 75 18,349 4.1
2013 0 5 17,794 03 22 15,295 1.4 82 18,262 4.5
2014 2 8 17,943 0.4 33 15,268 2.2 82 18,027 4.5
2015 2 5 18,306 03 23 15,429 15 73 18,200 4.0
2016 3 10 18,678 0.5 10 15,244 0.7 55 18,318 3.0
2017 0 8 18,579 0.4 28 15,533 18 58 17,605 3.3
2018 1 6 18,432 0.3 25 15,783 16 78 16,836 46
2019 2 2 18,181 0.1 16 16,036 10 62 16,104 3.8
2020 0 3 17,939 0.2 15 16,379 0.9 66 15,523 43
2021 1 3 17,499 02 10 16,767 0.6 45 15,099 3.0
2022 1 0 - - 2 - - 3 - -
i 52 122 389,746 0.3 516 393,817 1.3 1296 382,861 3.4
T (%)
70-79 80-89 90- 2E#H
AR A0 A0 N=|
BEH (FA) BER BEHE (FA) BEE B2EH (FA) BEE BEHE  (FA) o
RFEE 1999 22 9,629 23 5 3,922 13 0 637 86 125,432 0.7
2000 31 10,030 3.1 13 4,140 3.1 0 700 104 125,613 0.8
2001 41 10,454 3.9 7 4313 1.6 0 772 116 125,908 0.9
2002 32 10,847 3.0 7 4,499 1.6 0 854 97 126,008 0.8
2003 43 11219 3.8 5 4,703 1.1 2 929 22 119 126,139 0.9
2004 49 11,526 43 18 4,935 3.6 0 1,013 132 126,176 1.0
2005 64 11896 54 12 5,258 23 1 1,078 0.9 163 126,205 13
2006 57 12,179 4.7 19 5577 3.4 1 1,152 09 172 126,154 14
2007 73 12,438 5.9 33 5,894 5.6 0 1,219 175 126,085 14
2008 70 12,612 56 27 6,209 43 2 1,277 16 175 125,947 1.4
2009 82 12,670 6.5 30 6,544 46 3 1,326 23 218 125,820 1.7
2010 86 12,960 6.6 39 6,809 5.7 3 1,368 22 242 126,382 1.9
2011 105 13,273 7.9 46 7,098 6.5 3 1,442 21 263 126,180 2.1
2012 101 13,595 74 49 7,391 6.6 5 1,524 33 264 125,957 21
2013 126 13,840 9.1 57 7,666 14 2 1,610 12 294 125,704 23
2014 113 14,137 8.0 58 7,909 73 2 1,713 12 298 125,431 24
2015 109 14,081 1.1 55 8,161 6.7 4 1,782 22 271 125,319 22
2016 92 13873 6.6 56 8,432 6.6 6 1,922 3.1 232 125,020 1.9
2017 72 14,423 5.0 59 8,665 6.8 2 2,050 1.0 227 124,648 1.8
2018 94 15,099 6.2 48 8,836 54 5 2,179 23 257 124,218 2.1
2019 82 15,856 52 61 8,913 6.8 8 2,305 35 233 123,731 1.9
2020 107 16,171 6.6 61 9,113 6.7 5 2,386 21 257 123,399 2.1
2021 67 16,299 4.1 46 9,400 49 4 2,521 16 176 122,780 1.4
2022 6 - - 4 - - 0 - - 16 - -
e 1724 299,107 5.8 815 154,387 5.3 58 33,759 1.7 4587 2,884,256 1.6

1) AOBEHITHBELTERALTLSAR
2) AO10075 Axt4ERE

3) AOBLUBERIF1999~2021FETHH (2021 FLURITRBEN L L =DIEEELLZHTUND)

19984 URTICRAE LT FEBIIFERE SN TULVERLV =
RIEFFHBTADE (98) LEDITH LRI LT,

BEHER1EFERGS (DY)
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x3. K- FHRMNAOHEYVYOEERK

] X AO105 Axt
AO10/ A%t AAQ10B AR BEHOMEL
BEHY A0 BEHN) BEHN A0 BEHN) (B &)
F &G (%) (AN FAN) (a) (AN FAN) (b) (a/b)
-39 29 25725 0.11 32 24622 0.13 0.87
40-49 63 9,119 0.69 77 8,821 0.87 0.79
50-59 239 8,242 2.90 309 8,137 3.80 0.76
60-69 617 7,609 8.1 720 7914 9.10 0.89
70-79 755 7,446 10.14 990 8,725 11.35 0.89
80-89 306 3,544 8.63 509 5,569 9.14 0.94
90- 13 601 2.16 46 1,785 2.58 0.84
) AOF2020 D EBRHEHR
RIEBFHETAOELRRELTHDOE (B519%8) L0 LIRN LT,
z4. EEOU-REBERSHOHERAI
BEEIIAVE
TEEFSHE S
M EER BEDHD B RED
£EE cJD " CJD CJD CJD 2 GSS FFI Tutom ®)
%
2] 2024 ( 43 ) 1552 ( 43) 1 40 ( 43 ) 332 ( 39) 86 ( 49 ) 5 8
= 2690 ( 57 ) 2026 ( 57 ) 53 ( 57) 510 ( 61 ) 88 ( 51 ) 3 10
F#h ()
10-19 4 0 2 ( 2) 2 ( 0) 0 1 0
20-29 11 ( 0) 2 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 0 ( 1) 15 ( 0) 10 ( 11) 6 ( 1) 13 (7)) 0
40-49 121 ( 3) 71 2) 1 7 ( 8) 23 ( 38) 35 ( 20 ) 1 2
50-59 492 ( 10) 394 ( 11) 21 ( 23) 61 (7)) 68 ( 39 ) 3 1
60-69 1144 ( 24 ) 1087 ( 30 ) 26 ( 28) 171 (20 ) 46 ( 26 ) 3 4
70-79 1463 ( 31 ) 1414 ( 40) 20 ( 22) 295 (35 ) 9 ( 5) 7
80-89 648 ( 14) 564 ( 16 ) 2 ( 2) 246 (29 ) 0 3
90-99 4 (1) 23 (1) 0 3% ( 4) 0 1
100~ 0 0 0 0 0 0
PN 11 8 0 1 0 0
it 4714 ( 100 ) 3578 ( 100 ) 1 93 ( 100 ) 842 ( 100 ) 174 ( 100 ) 8 18
4714 ( 100 ) 3578 ( 76 ) 1 93 ( 2 ) 842 ( 18 ) 174 ( 4 ) 8 18
T (%) 70 70 48 57 74 54 52 69
R AE (%) 71 71 48 61 76 56 58 70
4 = (%) 11 10 - 16 12 10 17 13
BED () 13 22 48 15 15 22 13 40
FER (&) 99 95 48 81 99 75 69 92

1) MMFEMECID 3,57861MD 55, TUA L EHBIEFORENEESNI=DI£2,3734(66%) THY, FEYDIERFI TILRIEST.
2) M)AV ERABEFOEERERDHLEND, CIDORERNHIHZET. BMALEFIZOHATIVICEENS.
JEEBEELRE D, BERT (BIBRAZL) [CKVEMERLZL, VAV EEEGFRED, RERERETLRENEENSD.

FEMAIE% (MIEEA DB TERX100%IZE54G NI EEH D)
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RE. TRFEFOHFRHE

MFEHE BinHE
eEE" cJD? cJD? GSS
i@
EITH (RRETER) 1131 ( 78 ) 896 ( 84 ) 220 ( 65) 8 ( 18
EITHE (BRETR) 298 ( 20 ) 159 ( 15 ) 102 ( 30 ) 34 ( 77
ETHE TN 30 ( 2) 13 ( 1) 14  ( 4) 2 ( 5
TEER Y
SAYO—XR 970 ( 66 ) 814 ( 76 ) 137 ( 41 ) 14 ( 32
T ERENE 1439 ( 99 ) 1068 ( 100 ) 332 ( 99 ) 29 ( 66
/MR gE AR 660 ( 45 ) 513 ( 48 ) 106 ( 32 ) 39 ( 89
KRR 793 ( 54 ) 611 ( 57 ) 158 ( 47 ) 22 ( 50
IR\ R R 572 39 ) 445 ( 42 ) 114 ( 34) 8 ( 18
BHEE 654 ( 45 ) 550 ( 51 ) 92 ( 27 ) 8 ( 18
REEE 143 ( 10) 103 ( 10) 25 ( 7)) 14 ( 32
ARES 475 ( 33 ) 422 ( 40 ) 48 ( 14 ) 4 ( 9
AR 700 ( 48 ) 558 ( 52 ) 121 ( 36 ) 16 ( 36
MEMREE 970 ( 66 ) 781 ( 73 ) 167 ( 50 ) 15 ( 34
ZDHDIER
I HITEE 1099 ( 75 ) 826 ( 77 ) 229 ( 68 ) 37 ( 84
EBEESE 538 ( 37 ) 417 ( 39) 89 ( 26) 29 ( 66
BT EE 563 ( 39 ) 453 ( 42) 90 ( 27 ) 14 ( 32
fEbt - BERAfEE 289 (20 ) 223 ( 21) 52 ( 15 ) 11 ( 25
TANAFEE 104 ( 7 ) 87 ( 8) 14 ( 4) 2 ( 5
ADL
HETERENET 992 ( 68 ) 752 ( 70) 213 ( 63 ) 20 ( 45
STEE 1062 ( 73 ) 796 ( 75 ) 227 ( 68 ) 32 ( 73
BETEE 701 ( 48 ) 594 ( 56 ) 93 ( 28 ) 8 ( 18
AL EERA 15 ( 1) 13 ( 1) 1 ( 0) o0 ( -
KE IR 18 ( 1) 14 ( 1) 2 ( 1) 2 ( 5
&t 1459 (100 ) 1068 (100 ) 336 (100 ) 44 (100

— N N e N N N N

— N

SE 1) MMFEMECID, EBEHECID, GSSUNDIFREESTLIRTOIA U IRES.

2) A EREGEFORREETOTLVELIZED.

3) TIALVEABIGFDEEFRHLEND, CIDORIERLRHIHZEZET.

4) WHOIBIZRE(ZHEL D XI-FLEHES - BREES - R [IWHOIBIZEREEE(ZEZ L LA,
FEIMAIE%
RAEERET SN 2001 TFE LIRICEFIN - BEREZET L (D BIEXEHRBERBUCITELEN).
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6. XiKEH S UVRMRIFT RO HIRFE

F Bzt
SEED CJD 2 CJD ¥ GSS

B RAT R Y
PSD

& 4 3157 ( 69 ) 2807 ( 80 ) 259 ( 33 ) 19 ( 13 )

(=S 1386 (31 ) 689 (20 ) 529 ( 67 ) 125 ( 87 )
HEFEO®KRRIE )

[CRES 512 ( 74 ) 349 ( 79 ) 145 ( 66 ) 14( 64 )

(= 179 (26 ) 92 ( 21) 76 ( 34 ) 8( 36 )
MRIFT & ¥
KiEENEEES HY 1127 ( 95 ) 844 ( 97 ) 267 ( 96 ) 11(C 31)
EEZDSES HY 515( 50 ) 416 ( 56 ) 92 ( 39 ) 5( 17 )
HEROEEES HY 117(C 12) 88( 12 ) 26 (11 ) 1 3)

SE1) INEEMECID, BIGECID, GSSUA DT A URELEL TR TOT)A U REE.

FE2) TA U EAEGFORRETOTLVEWMIZED.

AN TVAVERABEFNOEREZROLELD, CIDOREELAHEHIEST.

E4)PSDLUSNDIER 1L, ABEEHMETENT-201 TELKEICBEFIN-BEREEF L0,
PEIEEZFEEFLRBICESELN.

EIN (%) DD BIEIEREOERBHLRETHY, REERETHDZAE(XRILT-.

DFY, REBGHELIEEEDOINA100%E4S.
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x7. TVALEHEIEFcodon 1298 Kk Ucodon 219D Z R DN %

codon 219
codon 129  Glu/Glu Glu/Lys Lys/Lys e &it
Met/Met 4029 (92 126 (97 10 ( 100 36 4201 92 )
Met/Val 343( 8 4( 3 0 - 12 359 8 )
gy Val/Val 15( 0 0( - 0 - 0 15 0)
SAEE Fag 90 90
=11 4387 ( 100 130 ( 100 10 ( 100 138 4665 - )
&t 4387 (97 130 (3 10 0 138 4665 - )
Met/Met 3036 ( 92 29 ( 100 5 ( 100 32 3102 91 )
Met/Val 267( 8 0( - 0 - 9 276 8 )
JYA 5% Val/Val 13¢C 0 0( - 0 - 0 13 0)
BE(2th) T 72 72
&t 3316 ( 100 29 ( 100 5 ( 100 113 3463 - )
a5t 3316 (99 29 (1 5 0 113 3463 - )
Met/Met 2204 ( 95 10 ( 100 2 0 8 2216 95 )
M3~ 04 Met/Val 100( 4 0( o0 0 0 2 100 4)
W)Lk Val/Val 12( 1 o(C o 0 0 0 12 1)
aJ% (B TEF 46
8) ast 2316 ( 100 10 ( 100 2 (100 56 2328 ( - )
&5t 2316 (99 10( 0 2 0 56 2328 - )

1) H—_RASUREBRTRESNIER] (6,9366]) DILBELFRRETOLEBIXNTUEEKTIIFURERTESN-LDE

2)

) FBIAQ/NS—E U MIFEHO#HERNA L TELL- (B EADOBEBRTEETX100%IZHSENELH D)
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£8. JIAEREGEFEREDAHEEHITVAVHESE)

EL Lk Bt

TIAVEHEGTFEE TIAUREE CJD GSS FFI
102(Pro/Leu) 152 ( 15 ) 152 ( 89 )
105(Pro/Leu) 19( 2) 19(C 11)
178(Asp/Asn) 9 ( 1) 1( 0) 8( 100 )
180(Val/lle) 550 ( 55 ) 550( 66 )
180(Val/Ile)+232(Met/Arg) 5( 0) 5 ( 1)
180(Val/lle)+237(Ser/Phe) 1C 0) 1C 0)
188(Thr/Lys) 1( 0) 1 ( 0)
196(Glu/Lys) 1( 0) 1( 0)
200(Glu/Lys) 120 12 ) 120( 14 )

(200Glu/Lys, —24 bp) 2 ( 0) 2 ( 0)
200(Glu/Lys)+232(Met/Arg) 1¢( 0) 1¢( 0)
203(Val/Ile) 3( 0) 3( 0)
208(Arg/His) 1( 0) 1( 0)
210(Val/lle) 2( 0) 2( 0)
232(Arg/Arg) 3(C 0) 3( 0)
232(Met/Arg) 123 ( 12 ) 123( 15 )
Octapeptide Repeat Insertion

(72 bp) 1¢C 0) 1C 0)

(96 bp) 3( 0) 3 ( 0)

(120 bp) 6 ( 1) 6 ( 1)

(168 bp) 2 ( 0) 2 ( 0)

(5% 2( 0) 2( 0)
Codon 178 (2bp deletion) 2( 0) 2( 0)
Bt 1009 ( 100 ) 830 ( 100 ) 171 ( 100 ) 8 ( 100 )

BN IE% (M A ADBZRTEETX100%([ZHESE N ELHD) o

BInFEEFZHOINMAEMCIDELTEHRINTWSEFNSHS (5H184]: FEEDEY),
B FEEFZED B TI/IEEEFRDLNI7H; E200KF+1) FI=0TNRIECIDEZ S - 16,

[AIE2]) Octapeptide Repeat Deletion (-24bp: IEE Z & TH524bpMD R K)EH T HIMFEECIDM

6B B FHIN TV,
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®9. REHORFHIoRTETOHME (RELEBEhTLEIEDHEHEET:N=3,077)

R HE
LEE S EER BEDH5 EintE SERED

FEREHOETETOHRE (/) cJD” CJD CJD cJp? GSS FFI POE L
0-11 1755 ( 43 ) 1496 ( 47 ) 0( 0) 30 ( 33) 221 ( 33) 2 ( 2) 1( 25) 5 ( 29)
12-23 1181 ( 29 ) 926 ( 29 ) 0( 0) 34 ( 37) 23 ¢( 3) 10( 8) 2 ( 50) 6 ( 35)
24-35 599 ( 15 ) 476 ( 15 ) 0(C 0) 13( 14) 99¢( 15) 10( 8) 0( 0) 1( 6)
36-47 216 (5 ) 144 ( 4) 1 ( 100 ) 7( 8) 48 (C 7)) 16 ( 13) 0(C 0) 0o(C 0)
48-59 125 (. 3) 79 (C 2) 0( 0) 2 ( 2) 28( 4) 14 ( 11) 0o( 0) 2 ( 12)
60-71 68 ( 2) 3 ( 1) 0o(C 0) o(C 0) 22 3) 11 9) 0(C 0) 2 ( 12)
72-83 40 ( 1) 16 ( 0) 0( 0) 1 1) 10C 1) 12 10) 1 ( 25) 0( 0)
84-95 33 (1) 8 ( 0) 0o(C 0) 1 1) 10 1) 14 11) 0(C 0) 0o(C 0)
96-107 20 (. 0) 6 ( 0) 0(C 0) 1 1) 5(C 1) 8 ( 6) 0( 0) 0( 0)
108-119 23 (1) 6 ( 0) 0o(C 0) 0o(C 0) 7C 1) 10(C 8) 0o( 0) 0o(C 0)
120- 43 ( 1) 11 0) 0( 0) 2( 2) 13(C 2) 17( 14) 0( 0) 0(C 0)
N 14 11 - 2 - 1 6
T 4117 ( 100 ) 3212 ( 100 ) 1 ( 100 ) 91 ( 100 ) 668 ( 100 ) 124 ( 100 ) 4 ( 100 ) 17 ( 100)
E(A) 21 17 42 23 27 79 28 25
hR{E(R) 14 13 42 15 18 69 13 19
BERZEA) 25 18 - 28 30 52 35 22

=/ (A) 1 1 - 1 1 10 7 4
joNzD) 312 312 - 206 255 294 80 68

ENTIAVEHBEFORRETOCVELGIZEST.
2) T)FA U EBEEFOEEEFRDHLEL, CIDOREENHLIFESE.
B 4,117 DAHEER LIz GBI R BELE o= B (LSRN .
FEIMAIL% (R ADBFRTEEE100%IG5HENIEEH5)
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F10. BHOHERERE

EIH EdES S %LVl &5t
M3 MECID 379 ( 11 ) 2685 ( 75 ) 514 ( 14 ) 3578 ( 100 )
ZFTREICID 1( 100 ) - - 1( 100 )
EERIERED HHCJID 41 ( 44 ) 36 ( 39 ) 16 ( 17 ) 93 ( 100 )
EIEtECJUD 111 ( 13 ) 720 ( 86 ) 11(C 1) 842 ( 100 )
GSS 16(C 9) 155 ( 89 ) 3( 2) 174 ( 100 )
FFI 3( 375) 5( 63) o(C 0) 8 ( 100)
NEREDT)A R 2( 18 ) 5( 45 ) 4( 36 ) 11 ( 100 )
LEE (/D) 553 ( 12 ) 3606 ( 77 ) 548 ( 12 ) 4707 ( 100 )
FENDEREDTIA R (E19ER) IZIXZHEETENTHEENS.
RHETE DEFIXBRILTULVS
BN IE% (B RADBERTEEX100%(2HEHEWNELH D)
GSS: HILARRT Y - RFAARTG— v AV H—IF
FFI: BUE M R iR AR IE
MF M CID, FEIRFSHERE D dHAHCJID
R4 - HMMARERR, F£EYR4 IOy EvRERE X TTNICEE T

TUoEBERY.

(FIFHEEH): RERFTRAVZUVESI T, EITHRREZRL, K TPSDERHS. EIZ, 34
A—XR, #AR#AENRIES, NMYER - RERE. B -BSKEDS
H2IHEALLERY. HAHLME, TERLVEIIICASHIT, fE&14-3-3FBKBMETE

PRI BN 2F R
= AL TE (FIFHERHI EF CERRRERET S A, PSDERK.

EIEtECDJ, GSS, FFI
HE=51 : BHMRIERR, FEYIR4070vMNEPRELEEATTRKICEED)
TroEAFREL, VAV EREGFEEFETS.
X IZFERG RFEFRRIILZVLD, TVA L EEEGRTFEEERD. BERFMENFELAL.
EELMAI : REFRLNGS TUAVEBEGFEELIBASA TGN, EEETVA
UIRETRB T HERKATRERERELHD.

039



F11. EEBEREE T/ 704Vl
P XadRBEOBIHEOLLEL-RE

fRAE (R&) A# (%)
i fE S 69 ( 44 )
Aixi 4 1 27 ( 17 )
RN ENRTE 10( 6 )
i rfn i 7( 4)
e 8( 5)
EiR 7C 4)
EEm s g 19(C 12 )
=X E 7( 4)
0" 2( 1)
it 156 ( 100)
1) Z T EEE 16, SMEERTADLAD
focusfrEF1lr 141

FEMRIE% (MEEADBERTEE
100%IZH 6N EHHD)

*12 BEBEEZET29044YITI M YaIRBEEOBESELBEICRB/ETOIME

hEA B FFETOHME (F)
EEE 1-10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33 F&t &t

1975 1
76
77
78 1 1
79 1 1

1980 1 1 1
81 1 1 1 1
82 4 2 1 1
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
89 2

1990 1
91 1
92
93 1 1 1

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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