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VLRI DR ERBIRRM R FE, BIEOHRIEICESS TV A VR EELEHB O EREEN
EEWEIEORFOBRICEHKFAEMANEZRMNTHZ LI >5TWDHN, 1999 (FRk 11)
FELY, ANORE (FAURERGAICIEFEEEORE) ZHEoNT7T U A kB OX G
FORGIRKFAEME NETEETBE AR S TERME Y AV ZAEYIZE T 5 A
e BE (AR, THFZEEE] W oH, 2010 (PR 22) FE XD 7V Ao —~ g T
ALY TICEAT AN ~BAIT) KEMIR, VA UROMEICIER SIS
kb, RHETCIE I A Y 72V h s KA TR AT URAEFBES (BRITTY
TR —_A T U RAEFEER LB 2EREL, TOPTREEL 1070y Z7I1T0F T
PRENEL, MR R oEMEZY — A T ZAFB L L THEL, SHICKEEEMRD
TUAFEHYEME (FREAYEME) ORI 25 T, BROBFICXT 5 EESICH
T oER ERE) ICE S RrE EREE D ERG (LLENERERBIBREMIEEE) O
WA EN2EEAEMAZECHERIGONTZRFICO VT, FHAIE L CHEMAEEZIT-
TW5, 2006 (FEpk 18) R B IE TEYLE O 785 K OUE YL E O B F T 5 5 RIS 3
LR RYERE) K-SV TmTHbNEMIZOVWTE, REOL & TlRAx % &
THEIICRoTz, EDIT, FAEZTHI OBV —_A T U AFERLT Y A VY E
E (HREYEME) NEMLEEMCOVWTHERBICHAELTWVWS, F—_XAF 20D
—RELTCREHDOEBRENS VA UHEMNRDLONALLIBEICONT, BF (D WIEEE) D
FEOL EICT VA VEABGTRBOKENSRILKFIC, MEBIR~ — 7 —RBOKIHA
NEIBRFICHEEONDIN, ZOFRLABECFEHAL VDS, B, UEoHAEIZVTN
HEE (BD2WIEEE) ORENGOLNTEHEEICOARFERL TWD,

=T URAEZBIIEMICHBE S NSO —_ A F X FEBS (T, &
B&) tw)) THMMESOMEZHEL., ZESTEZIOHREEZ L LA DEHEIZ
DOWT, ZlromE, R (MR - St - ESEG 2 ] 2 EOfEM 24T > T
L, MEDXORFHRELZRTEHINTCBZTIZONT, HTHZRVTEHMICZZE
B ICHEE A2 XML, ZO%ORMEZEBHL TW5,

2017 (SFEpk 29) 4 4 A £ v Japanese Consortium of Prion Disease (JACOP) (& Xk B 7V A4 v
OO EARERAE LEE L CHAZ#D T 5 (http://jacop. umin. jp/jacop. html) ,

AKW|ETIE, ThETHEEINLTET—FITMA, 2022 (FFf14) 9 H 1-2 HICH
SNl —_A T U AFES TR INTEMREEMATZEHRERET D,



[/ 2]

1. 1999 (PFpk 11) £ 4 H 1 B2 5 2022 (BF4) 29 A 2 HECoMic, MEIRFEE
JAZE U CHERE IS L7 6,691l (REGIZET) B —<_A4 7 2AFBETHRIT SN
(BEOFHTI 319 FlZHE) o 209 bEG 4,554 6 (5EIFZIC 2336 Z2EM) BTV
FURELTRDLIL, T —F X —RTHEINT,

2. F1ICBEBEEOW - BIFEONA 27T, RFEIT, BEH42E C1E 2014 CERK 26)
N 208 Bl Tl b % <. IRWT, 2013 (FgL 25) 4F (293 i) . 2015 (SFpk 27) 4E (270 ) .
2012 (FRk 14) 4F (264 61) 7> TWnWb, FLICRT X DI, 2016 [k 28] EL)[&M‘;&
FLEANOBERFICEIAZ 7204V 72V - FPaTdHORTHEDOTRBELN S DD, 5%
REREBNMZ D LR TE D,

R2ICHEEBFERBERE RBELZ T, ZOOOEWHU:FkJ:I:i)(L“C F4E T, 60 5% LA
FEOFERBERRIC BV TERE, RAEEN MM

KIWCAOHTY OBRFHEME - FhBIIRT, %ﬁk% 0N T AR DY OBHEK
NikbLEhoTm, TRTOEMBHLTLOANHTZY OBFEENBITHNTE O D E
BaIhl, B, ZoHEEIHREBREHEZ AD (2020 [4F0 2] FEZBFHAEAD) TBRLZ
HLOTHY, FHOBERLITIELRD,

3. R ACRFKEOERDAAZHAUBNI RS, BEIAEHF 4,554 Flo > LIMBEES a7
=V b Y aTyE (LT, [sCID) &9 ) 283,453 % (76%) THOV, ZDH>HL 7 U A4
BHEMBFORBENLFEmIANLTZDIL 2,288 ] (66%) Thol, BHEM IV 7z -

Ya7Hik, 1oOERM 74y 7 b FaTfE (vCID) % BT J -~ CHl R i iR
ZHT D (LLF, [dCJD) &wW9oH) 934 (2%) Tholz, BMETIFHOH> HLEBEMLEME

7oA 7=z aTzp (LT, TgCJDl &W9o) X810 %] (18%) THH, ZdDHbH
T8BICT VA EHEBERTOERNPHER I TS (FEY O 126138 B T RERMIT T,

ruaAY 7z VAT HRORBEREREFETDENTHSL) . YA~ s A A AT
— ¥ A =9 (LLF. TGSS) & 9H) 2171 6] (4%) . BIHMEFHEMERIRE (LT,
[FFI] &V o) BN T7H (0.1%) THhote, ZOMIZ, VA VIKITHEL TV DIHLODT
VA CEHBEFRBEPOEEBERHE MR T 22 E THOBEREOENEGF 19 61 (0.4%) 17
T3 2, REEFTRL L, 10 FROBZFOEAENREBELL (32%) . FEH RO K F ik

0% (FFEvO P REIX 71 %) ThoTo, HBWFFEEOFEE X, dCJD B L O 6SS 28 50 5% X
EARWE S RS iz,

4. 7V F I ORBBNT FERER - fr o M BLEE 2 & 5 IS8T (GEHHE O &V E T
&% sCID, gCJD, GSS DA A FiR) ., HEEDOERNN 0ITEENLEFINT--D, AF
BHLVWHABE CTEH SNTERBEOLEZEF LTS, £ 6 ITMIE R XL O MRT fr B o H
BUAEE & =9, i PSD (JEBAPE R APE ) O A B OFT A b AEZE O LFT IV 2017
LIRS NTEMO R TEF I TS,

5. ZUVF VRPN EESINTIEMNLEHT (26,691 41) . 50726127V A4 EAHEMKTF
MBENEHINLTWD (BT . 2llEeE (FEMGT) . 7V A pBE e, Mt s



oA 7 =Lk aThE (F5#8) BIZ. codon 129 & codon 219 2 D ik F 7T I25R-T,
BEET VA HELTEEINTWDEFMDO S L, YV A rEAEKBTFEREOFFEMN
Do TWDHIER] (967 #]) OBIZFERO M AR BIZTRT, BRICHETC LEARANDT Y A
VERABRTORPFIFITOATHRVWS FETERELRREOOLNTWNDZOICELBETY
FUREHESNTEAMGH Y, KR8 OEFMRITR4 LT —F LRV, 2B, sCJD &
ESNTIEFOFIIET TV AV EAEBRFRENMTOATVRVNELEENL TS,
BETFERICEATAHIERPGONTESES., BEBIRZOZRBEICH L TAMGEEZHZH
THRREEZAE LERSEMEZITDRVWI LT, BRITAZEZ2 N LET VA VHOEBEEFICD
NHAEEERETERY, TOEDARFEI T LA, EBHIZZOBER AR
ODERIZOWVWTHBAZITO 2L L LTS, BEFHRAEDR KRG IIZOWTIL, EARIZIE
FHRENMTO O ZEEZRFRAMNELTWDLIA, LBEZIHELTHF—XA T XFEBE2LH LT
Do MR HEICIEEBMRICE L THEBEOERWI Y 2 VT OHEMEFLESML T, BEHEND
YR — b 24T BRI EH STV D,

6. BHMHEZED CHLE 3977 AORTERHERINTWD (2022 [4F1 4] £ 10 A 4 H
BIE) BIBMNLOHETE TCOHMMOS A 2K IR, sCID IXTERWM OEE N 17 » A EW,
dCJD & gCID TIEFN LD LR WHRICH D, GSSITEHICEHMIchEsRiEBE2RTH

DEIENE N> T2,

TR OB M OMEFEE 2R 10 2R T, HIBRFILTRIRTIL 16% (3,977 fild 5 5 602 f4])
ThH o7, dCJD R gCJD TIEHHMELRLLEmWVHAm A BE Iz, fIROEREZ L LT
KT 539 BIN TV A UHRMEFEFELTEEINLTVDLIN, HAROBERERNHBFL TR0 E
M 63 PlHER SN, ZHDLDEFIZOVTIHBERINENF T ONTEBY ., 5% W OMHE
ERNENDZEnMFEIND, 1. P —_"A T U AFESTEHZHHETE O DI IEHHRIX
FEEEEZTRBY, AMRERICHT L2V FR—FbEBL TWVD,

8. INFETIEAYI—_RA TV ATEHEBEINTZACIDIZIRAICRT EBYAFISHITH D,
SEOY —_A T U RAFEETHITEMEGE I ACJD EFIX R N>, 2 93 JE
B OIEIT, BRIZYH —_XA T ATHEINTWTZOH OB FHAIC LV BB E )
HHLZE ., BEC2ERESCHBEBERE CREIN, TORBBEBMEENHHL-H %
T T, dCIJDIEBNIBAE, A EE 156 PIN B I N TV D,

BELPETHH LTS dCJD BEFEORMIX, Asillo@EEICRTEEBY THDH, Al
ERULT— %2/ T 5,

RIVICHBEBEZZ T DRAE RS ZREO DA Z2 R, WMIEE D 69 #l (44%) & 4%
< &2 A, M (27 61 ; 17%) BNZITRWTE,

12 ICHEREBAE2 S dCJD BIW E TOHB O M ERT, £ < OBF N 1987 (HHFn 62)
ORI GIEEFLRNCBE A Z T -FH 20T, B2 5 dCID % £ T o WX E#
b3 2@mIZdH D, BAEOFEEIX 13.5 F (FEERZE 78, /h~KK:1~334F) Th
%, dCJDIEBIORIFHFEDOHAEZRK 1I1C, BENLOLHWETCOMB O M AR 2 1277,

M OMBIEE T BICBIZ2Z T -REICOV T, BRABEOBMBENSER SNEZZ &
DHIBTL T D 1993 (CFpk 5) FoBHEs (1 F1) ZBr& ., LBREZLE LLAT o EAE 72 o
EEH OB 22 O T B L Ty, T OMIZHEEBAE O TR H D FEH 2 13



BWHY, BELERINESFTH S,
ARV TIL, MIEBHEBENH L NIRRT HAE. TOREICOWVWTEREN L FFEIZH
32X 91CKBELTWVWD, 2022 (5F14) 3 HEE, TXTOEH CTCERE (HDHWIT

EERERE) 2o 8E (b WIEER) ~ THEBHEEZ AT L5704V 7 b ¥ a7
Thd| TENHHINR TV ZERHERINLTWD,

9. ZNFEFTOMPEF,. ABELED T, ETCA v ¥ —Fy hTABALTWVS
(http://www. jichi. ac. jp/dph/inprogress/prion/),
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®1. BEEOM-RBEOSH

e 8% TR AOBEHE)"
8 x £ E: = &t
HRE -1995 7¢( 0) 16(C 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24(C 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 ( 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(C 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 ) 298 (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 99( 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 o( 0) 1( 0) 1( 0)
PN 3 4 7
it 1944 (100 , 43) 2610 (100 , 57) 4554 ( 100 , 100) 2018 2549 4567

1) ICD 10th: A81.0+A81.8
) HEIAE% (ME R ADBRTAFX100%IZ5LB NI ELH D)



F2. BEOHBAIRKEORH

i (%)
-39 40-49 50-59 60-69
N= AQ A0
BEH BEK  (FA) it g2EH  FA BEE g2EH FA EHE
RFFE 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 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 04 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 14 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 13 65 15,677 41
2007 3 5 15,685 0.3 21 18,324 11 37 16,216 23
2008 3 7 15,908 0.4 14 17,495 0.8 51 16,901 3.0
2009 3 7 16,127 0.4 30 16,712 1.8 61 17,698 34
2010 4 7 16,617 0.4 29 16,264 1.8 72 18,285 3.9
2011 0 5 16,992 03 34 15,793 2.2 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 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 03 23 15,429 15 73 18,200 40
2016 3 10 18,678 05 10 15,244 0.7 50 18,318 2.7
2017 0 7 18,579 0.4 26 15,533 1.7 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 4.0
2021 0 3 17,499 0.2 5 16,767 0.3 34 15,099 23
2022 0 0 - - 0 - - 0 - -
3 50 117 389,746 0.3 501 393,817 1.3 1253 382,861 3.3
Fn (%)
70-79 80-89 90- 3 i)
N =] N N =] AR
BEH (FA BEE BEE (FA) BEE BEH (FA BEE BEH  (FA) BE
FRE 1999 22 9,629 23 5 3,922 1.3 0 637 86 125,432 0.7
2000 31 10,030 3.1 13 4,140 3.1 0 700 104 125613 0.8
2001 41 10,454 3.9 7 4313 1.6 0 772 116 125,908 0.9
2002 32 10847 3.0 7 4,499 1.6 0 854 97 126,008 0.8
2003 42 11,219 3.7 5 4,703 1.1 2 929 22 118 126,139 0.9
2004 48 11526 42 18 4,935 3.6 0 1,013 130 126,176 1.0
2005 64 11,896 54 11 5,258 21 1 1,078 0.9 162 126,205 1.3
2006 56 12,179 46 18 5,577 3.2 1 1,152 0.9 168 126,154 13
2007 72 12,438 58 32 5,894 5.4 0 1,219 170 126,085 1.3
2008 69 12612 55 27 6,209 43 2 1,277 16 173 125,947 14
2009 81 12,670 6.4 30 6,544 4.6 3 1,326 23 215 125,820 1.7
2010 86 12,960 6.6 39 6,809 5.7 3 1,368 2.2 240 126,382 1.9
2011 105 13,273 79 46 7,098 6.5 3 1,442 21 261 126,180 2.1
2012 101 13,595 74 49 7,391 6.6 5 1,524 33 264 125,957 2.1
2013 125 13,840 9.0 57 7,666 7.4 2 1,610 1.2 293 125,704 23
2014 113 14,137 8.0 58 7,909 73 2 1,713 1.2 298 125,431 24
2015 108 14,081 7.7 55 8,161 6.7 4 1,782 22 270 125,319 22
2016 89 13,873 6.4 54 8,432 6.4 6 1,922 3.1 222 125,020 1.8
2017 66 14423 46 56 8,665 6.5 1 2,050 05 206 124,648 1.7
2018 91 15,099 6.0 49 8,836 55 5 2,179 23 249 124,218 20
2019 78 15856 49 58 8,913 6.5 8 2,305 35 223 123,731 18
2020 95 16,171 59 57 9,113 6.3 4 2,386 1.7 232 123,399 1.9
2021 49 16,299 3.0 32 9,400 34 2 2,521 0.8 125 122,780 1.0
2022 0 - - 1 - - 0 - - 1 - -
3 1664 299,107 5.6 784 154,387 5.1 54 33,759 1.6 4423 2,884,256 1.5

1) AO#EHEHTHBLLTEALTLSADO

2) AE10073 Axt4ER

3) AOBKURBBZEL1999~2021 FETHH (2021 F LR IERFENE WV HEELLEOTND)
1998 F LIRTICRAE LT EBI L EHEIN TOER W= OEFHIR1EIXER S (DY)
REBEHTHDOE (108) LELTH LB L,



x3. H-FHHNAD 3731’:")%0),%%%1

X AO10A8 Axt
AO105 A%t AO10B AR  BEHOML
BEH A0 BEFEHAN) BEH A0 BEHAN) (B &)
F#5 (%) (AN FA) (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)AOIX2020ENEBFHERER
REBEHETAOELRRELTHDE (F5H1048) XL IO LR LT,
F4. BEOU-REBER S HHEE ]
BEEITIAVR
EEBE ox |
MM ZER BodHs Bt RED
2EE cJbD " cJD CcJD cJD 2 GSS FFI Tyt P
%
] 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#5 ()
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 40 (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
PN 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 () 70 70 48 57 74 54 56 68
th s i (%) 7 7 48 61 76 56 58 70
e (= () 11 10 - 16 12 10 5 13
BED(E) 15 22 48 15 15 22 46 40
BEE () 99 95 48 81 99 75 61 92

1) HMFEECID 345361055, TVA L ERBEGFORBAEHEENT-D(£2,288%1(66%) THY, &Y DAEFITILRIEST.
) TAVERBEREFOERERDLELD, CIDOREENHLHIEZEL. BALEFXIOATIVIZEEND.
EEBEELATS, BERET (FHRAL) ICKYEBNEREL, TVF 0 BERBEGETFRED, REBEHEFLENEEFND.

A% (MIEEA DR TEEIX100%IE5E N ELH D)



x5 TEFERFQOHRBEE

M EiEH
eHEE" cJD? cJD? GSS
8
EITH (RRETER) 997 ( 77 ) 788 ( 83 ) 195 ( 64 ) 7 ( 18
EITH (BRETR) 276 (21 ) 146 ( 15) 96 ( 32 ) 31 ( 78
EITHE T 26 ( 2) 11 1) 12 ( 4) 2 ( 5
TEER Y
SAHYO—XR 856 ( 66 ) 717 ( 76 ) 122 ( 40 ) 12 ( 30)
AT ERENIE 1280 ( 99 ) 944 ( 100 ) 300 ( 99 ) 26 ( 65)
/MBSE AR 588 ( 45 ) 458 ( 48 ) 94 ( 31 ) 35 ( 88)
IR IE 695 ( 54 ) 534 ( 57 ) 139 ( 46 ) 19 ( 48 )
HEIRSL ER R 502 39 ) 393 ( 42 ) 96 ( 32) 8 ( 20)
EHES 593 ( 46 ) 495 ( 52 ) 85 ( 28) 8 ( 20)
REES 128 ( 10) 93 ( 10) 22 (1) 13 ( 33)
REES 423 ( 33 ) 375 ( 40) 4  ( 15) 3 ( 8)
fAfAEK 619 ( 48 ) 490 ( 52 ) 109 ( 36 ) 15 ( 38)
mEMES 849 ( 65 ) 685 ( 72) 143 ( 47 ) 13 ( 33)
Z D DIER
fLIL - HITIESE 995 ( 77 ) 743 ( 79 ) 212 ( 70 ) 34 ( 85)
EBEESE 482 ( 37 ) 3711 ( 39) 8 ( 27) 26 ( 65)
BT PES 502 ( 39 ) 400 ( 42) 85 ( 28 ) 12 ( 30)
fEbt- BERERESE 263 ( 20 ) 202 ( 21) 49 ( 16 ) 10 ( 25)
TADNAREE 94 ( 7)) 78 ( 8) 13 ( 4) 2 ( 5)
ADL
RERENEE 897 ( 69 ) 675 ( 71 ) 197 ( 65) 19 ( 48)
HITIEE 962 ( 74 ) 717 ( 76 ) 210 ( 69 ) 29 ( 73)
BETHEE 624 ( 48 ) 531 ( 56 ) 81 ( 27) 7 ( 18)
A TR 2545 14 C 1) 12 ( 1) 1 ( 0) 0 « - )
KE IR 15 C 1) 12 ( 1) 2 ( 1) 1 ( 3)
it 1299 ( 100 ) 945 (100 ) 303 ( 100 ) 40 (100

3£ 1) PMFEMECID, BIEMECID, GSSLUNDREEEL IR TOIIA U RES.

2) T)A U EREGRFORREETOTLVELIZED.

3) TVALVERBIEFNEEERHLELND, CIDOREENHIHIEEL.

4) WHOTEIZE #(ZHLD X LERES - BREES - FHAER (SWHOIBEEE(TER L LA
AL %
FEZERETSNI201 TFE LI CEFIN - BB HEERH LI (D BIXBHREFREUCITHASHN).



+6. iXiKdH S URKMRIFT R O H 3R 5 E

PF -Rrreicd
SHEE" CJD ? cJD ¥ GSS

B sEAT R Y
PSD

(CRES 3049 (70 ) 2706 (80 ) 251 ( 33 ) 19( 13 )

P 1332 ( 30 ) 667 (20 ) 501 ( 67 ) 122 ( 87 )
EREHOBRIKIE )

(RS 444 (73 ) 301 ( 78 ) 126 ( 65 ) 12( 63 )

fE % 163 ( 27 ) 85( 22 ) 69 ( 35 ) 7( 37)
MRIFT & *
KiEENDEES HY 979 ( 95 ) 728 (97 ) 237 ( 97 ) 9( 29 )
HE#ZDSES HY 442 (50 ) 354 ( 55 ) 81 ( 39 ) 5( 18 )
HEROEES HY 103( 12) 79 ( 13 ) 21 ( 10 ) 1( 4)

SE1) MFMECID, EIEECID, GSSLN DT AR ELIRTOI) A UHRESE.
A2) TNA LV EABGEFORREETO>TLVEMIZST.
A TVAVERBGEFNEREZRHIELD, CIDOREELAHLHIEET.

F4)PSDLUSNDIER IE, BABRFERETSN 201 7TFELIBIZEFRIN-BEREZERLI-1=0,

DEEEFRBERBIGSELN.
FILA (%) DO FIEIFREDERLEBTHY, REFBRFHADEZE LRI
DFY, REBHELIEEEDFIN100%EE5.



#7. TVA L EBHEGEFcodon 1298 &£ Ucodon 219NEE DS

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 )
& A|EE" Val/Val 17¢ 0) oC - ) oC - ) 17( 0)
=111 4900 ( 100 ) 161 ( 100 ) 11( 100) 5072 ( 100 )
=11 4900 (97 ) 161 (  3) 11(C 0) 5072 ( 100 )
Met/Met 2921 ( 92) 28 ( 100 ) 5( 100 ) 2954 ( 92 )
. Met/Val 258( 8) o - ) 0( - ) 258 ( 8)
g'JT/ﬁ Val/Val 13( 0) 0( - ) 0o( - ) 13( 0)
BEERK) a3t 3192 ( 100 ) 28 ( 100 ) 5( 100) 3225 ( 100 )
=11 3192 (99 ) 28 (1) 5( 0) 3225 ( 100 )
Met/Met 2121 ( 95 ) 10 ( 100 ) 2 ( 0) 2133 ( 95 )
MEILTOA et val 97( 4 ) 0( 0) 0( 0) 97 (4 )
IV N val/val 120 1) 0( 0) 0(C 0) 12( 1)
jjg(ﬁ &it 2230 ( 100 ) 10 ( 100 ) 2 2242 ( 100 )
=11 2230 (99 ) 10(C 0) 2242 ( 100 )

1) Y—A_RASUREESTRASNT-ER (6,6916]) DSLBEFRRFITOLFEIRT(ZESTIVAFREESTE
SINE=EOEED)
F) £RIEEBDIL codon 129 DFERIEH DN codon219 DFERMARIEBLTULDEFA47HIHS.
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#®8. JIAVEREGFEEDSH

ELkd Btk

TIAVEHEGTFEER AU REE CJD GSS FFI
102(Pro/Leu) 147 ( 15 ) 147 ( 89 )
105(Pro/Leu) 19 2) 19(C 11)
178(Asp/Asn) 8 ( 1) 1( 0) 7( 100 )
180(Val/Ile) 523 ( 54 ) 523( 66 )
180(Val/lle)+232(Met/Arg) 5 ( 1) 5 ( 1)
180(Val/lle)+237(Ser/Phe) 1( 0) 1( 0)
188(Thr/Lys) 1( 0) 1( 0)
196(Glu/Lys) 1( 0) 1( 0)
200(Glu/Lys) 116 ( 12 ) 116 ( 15 )

(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/Ile) 2( 0) 2( 0)
232(Arg/Arg) 3( 0) 3( 0)
232(Met/Arg) 118(C 12 ) 118( 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)

(FE6) 2( 0) 2( 0)
Codon 178 (2bp deletion) 2( 0) 2( 0)
a&t 967 ( 100 ) 794 ( 100 ) 166 ( 100 ) 7 ( 100)

FEIMAEX% (MERADBEFRTEEIE100%IZHHNEEHS) .

BEFEEEZROINMAEMCIDELTERIFRSNTVDER A HS (FH1841: TEEDBEY) .
ElEFEEERD BN TS/ BEREZD L 17H]; E200KF Y F-HHFEIECIDEZBER - 161,

[AIE2] Octapeptide Repeat Deletion (—24bp: IEHE ZE! T#H 524bpMD R K)FH T HIMFMECIDA

SHIBEFESN TS,
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2+ :.N=3,977)

FEIETSHE

E3-t MFEE EER BE0Hb EiatE PEERED
HERENSETETOHIRE(A) cJD” CcJD CcJD cJD? GSS FFI PO PL
0-11 1765 ( 44 ) 1495 ( 48 ) 0 ( O0) 35 ( 38 ) 226 ( 35) 3 ( 2) 1( 25) 5( 29)
12-23 22 ( 1) 6( 0) o(C 0) o0o(C ©0) 7(C 1) 7( 6) 2 ( 50) 0( 0)
24-35 43(C 1) 11 0) 0C 0) 2(¢ 2) 13( 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( 0) 13 ( 14) 91 ( 14) 8( 7) 0( 0) 1( 6)
60-71 205 (5 ) 136 (  4) 0o(C 0) 6 47 (7 ) 16 ( 13) 0o(C 0) 0(C 0)
72-83 117 ¢ 3) 76 ( 2) 0(C 0) 2(C 2) 23( 4) 13 ( 11) 1( 25) 2 ( 12)
84-95 62 ( 2) 30 C 1) 0o(C 0) o(C o0) 19(C 3) 11 9) 0o(C 0) 2 ( 12)
96-107 37 ( 1) 12 ( 0) 0( 0) 1C 1) 10C 2) 14 12) 0( 0) 0( 0)
108-119 28 (1) 8 ( 0) 0o(C 0) 1 8 ( 1) 11 9) 0o(C 0) 0( 0)
120- 20 ¢ 1) 5( 0) 0( 0) 1 1) 4 (C 1) 10 (C 8) 0( 0) 0( 0)
B 12 10 - 0 1 - 1 -
&5t 3977 ( 100 ) 3105 ( 100 ) 1 ( 100 ) 91 ( 100 ) 638 ( 100 ) 121 ( 100 ) 4 ( 100 ) 17 ( 100 )
E#(H) 21 17 42 23 27 78 28 25
hREA) 14 13 42 15 18 68 13 19
ZERER) 25 18 - 28 30 53 35 22
&/ (A) 1 1 - 1 1 10 7 4
&XA(A) 312 312 - 206 255 294 80 68

EN IV EABEFORRETOCLVENEIZEET.

) TVAVEABRIETOERERHHELA, CIDOREEL HLFIZET.

STl 3977HBIEEE LT- GEB T RELL o= B RN DR .
EILAIZ% (MR ADBRTAFX100%IZBLANIELHD)
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F10. EHIOEEE

X (XX HEEHI 5% MBI =
MEHECID 368 ( 11 ) 2580 ( 75 ) 505 ( 15 ) 3453 ( 100 )
ERFCJID 1( 100 ) - - 1( 100 )
IEREFAEED $5CJID 41 ( 44 ) 36 ( 39 ) 16 ( 17 ) 93 ( 100 )
EiEMECJID 108 ( 13 ) 691 ( 85 ) 11¢ 1) 810 ( 100 )
GSS 16( 9) 152 ( 89 ) 3C 2 ) 171 ( 100 )
FFI 3( 429) 4( 57) 0o( 0) 7 ( 100)
NEREDTYA R 2( 17) 6( 50 ) 4( 33) 12 ( 100 )
LEE(FE) 539 ( 12 ) 3469 ( 76 ) 539 ( 12 ) 4547 ( 100 )
ENDDEREDTIAR (E19EH) IZIXZHMEETBELTHEENS.
KRIETEDERIXENLTLNS
FBIIAIE% (MERADBEBRTEEX100%(ZHLHENELHD)
GSS: IR - RRALRS— v AV H—T/
FFI: B3E 14 R & 4 AR JiE
IFECID, IFIRFBHERE D HSHCID
FESEH - HEMRERR, FEYIR40J0vNELRELEETTRHICEET

TUOEBERE.

(X IFHEEG RERTRAZUVERSIT, #EITHRREZRL, K TPSDERDHSD. BIZ, =45
A—XX, $ARRR AN KES, NMNYEK - BREERE EF-ESKED
H2IEE U ETRY. HAHLE. TEEVMEIIIZASHIT, ﬁ'ﬁ;’&m—s—sﬁaﬂiﬁf:

B PRFEIB AN 2 5 R
EELMAI: [ IXFEEGI R CERRAEIRER S A, PSDERK.

BI=ECDJ, GSS, FFI
FESE15) : HEMARERR, £EYIR4TJayNERRELBETTHKICEE T
AUoEAZERHEL, VAV EQEGFEEEETS.
FIFHEEG] FEFRRIIEVD, TVAVEAEGCFEEEZRD. BERFENFELAL.
£EL V) : REBRTR A, VAV EREBEFEEDIAINTLVEWLA, ERET):
URERETHERITREREENHS.
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®11. BEBEEZETI/04YTIL
P o BEEOBEDLELL-RE

fmAE (EE) A (%)
A fE 95 69 ( 44 )
Aixi H Ifn 27 ( 17 )
RIEHR BRI 10( 6 )
A xfn & 7( 4)
I 8( 5)
E X5 7C 4)
R s g 19(C 12 )
=X 2 E 7( 4)
Z0ith" 2( 1)
it 156 ( 100)
1) B HEFILE 1. SMEERTALAD
focusfRrZE F1i7 1451

EIMRIL% (MIEEADBEZRTEE
100%I(Z 5N EHHD)

F12. BEBERZETH5IO04Y I - PIIRBEOBEELBEN RBETOHMH

BIELLRBETOHM (F)

foiEE 1-10 11 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 &Et
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 24
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
a5t 58 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 156
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1. BEBEEZET5/044YIILb-YaTREEISCADRREDS

16
14
12
10

(AN) 8

mLDI\OOmOHNn’)<rL!')LDI\OOmOHngLDLDI\OOmOHNm#LDLDI\OOmO
00 00 00 0 0 O OO OO O O OO OO OO OO O) © © ©O O O 0O O0O0O0 d ™ o oA o oo
A OO OO OO O OO0 O00000D000000O00O0O0OO0oOOo
L e B B T I B B T O R B B IO IR Y o VA oV o A o VI o I o VA oV o A o I o Y o VAN oA oA o I o VI o B o R o I o\ I o\

H2 BEEBEEZETHS/O04YITILE-YIATHEZEIS6ADOBEISRFETCOHMOLI M

18
16
14
12

10
(A)

123456 7 8 9101112131415161718192021222324252627282930313233
3
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