2021 (%fM3) % 3H 8H

TIVF ORI —RASUAER
2021 ($f3) & 28 VAR YI—RASUVRERS

JE A T3 B B S 9T A B e BETR MR IR AR e AR AT O 5 36
TVFHOY —_A T XL EYeTF BICB9 % 5 AL AT BE

(5 ]

DRI O EREBIREM AR X, BEOHRIEICESS T I A VREs a0 EBROEREN
BAMEHEOHRFORICHKHAEMANZEZIRMAGTHZ L1025 TWD, 1999 (Fpk 11)
FELY, RAORE (FARARLGEICEFEORE) "EGEonl7 ) & UREEOZG
FHOMKFAEMENEIEETEE AR MBIE TERMEDY A L ZAEGIZRE T 5 A&
e BE (LR, THFZEEE) v o, 2010 (PR 22) FE LY 7V F RO —_ AT
ALY THICET 2ENEI] ~BIT) CEMFIN, TV A UHROMEICIER SIS
Zllhol, IRHETIEZ0AY T2l b s YaTIHEI—_"A T U AEBEEEHRBEL,
ZTOHRTRELZ 1078y 7120 TRMENE, Bt loEMELY —XA1 7 X
ZELLLTHEL, SHLICEHENRRO Y A MY HEME (HEHYEME) oh
EAFTC, HEROBRF ISR T 5 EREICE T DA (HERIE) 125D < FEE R & B A E B
i (AT ERBREM A EE) OBICIMH SN2 KRR EE NZECHERIE O LA
FIZHOWT, JFHIE L TEMBAEEZIT> TV D, 72, 2006 (L 18) FEEN S IE TG
SiE D TR M OVEGIE O B EF I T 2 ERICEAT 25/ (RYEERE) A0 TmITHE S
NI BIEFIZOVWTEH, REOL L THENRET 2L hoTe, £, HEZITI O
HIZY—_A F U AFER TV A VWY HEME (HpE Y HEME) AL LU EFIZD
WTHRERICHEL TS, &6, Fy—_"A T 20 —RELTREDOHEKRENL Y
FUBRPEDLDNDEFICONT, BE(BDZ2WVWIERE)ORIEOL LI V4V EHEET
B OIS FHIL KPS, MEMK~Y — I —BRBOKELRFERFICHFELNLLIN, 20O
%ﬁ%%ﬁ’%%bfﬁé B, LEOREBEBIINTALEE (2D WIXEE) ©RER
BoN=HAICORERLTWDS,

%%~47/2§E1E%% S 2MEIHOYy—<_1M 7 2F8a (LT, T£8
Sl EVn)) THMEFORKEZRE L, ZESTEHZIoREL L LIZHx DEBEEHIZOV
T, ZWromEMNE, KK [M3EF - BB - EESHEA 2 E] ZEOFMEI T TWVD, S
DI EO X SR TFREZRTEHRINTCEZTIZONT, HEHAZRVWTENNICZZIE
R AEEZ XML, TOBROKRWEZBERL TS,

F7-. 2017 (K 29) F 4 H XV Japanese Consortium of Prion Disease (JACOP) [T
X2 7V F 9w o B KR EHAE & H#EE L CTHE L ED T WD
(http://jacop. umin. jp/jacop. html),

APETIET, CRNETHEHFRINTCELET—XITMA, 2021 (FFf13) £2H 4—5HD2
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ARICE> TRHREShIEY —_XA F U AZAEE TR ShERHRZMA IRz ®RET D,
[ R

1. 1999 (CFpk 11) 4 H 1 B2256 2021 (51 3) 42 H 5 HE TOHMIC, WFEIEER
JRZz i@ U T & s L7z 5856 JEMF] (EME 4 & T ; ARl & + 159 EMF) Y — A1 F
VAFARTHRH IS, 200 bEE 3975 fi (MiEIERE 115 EF) BT U AR L L
TROLN, T—=FRXR—RIBEFESHTWVD,

2. RI1IIZEBEHEZOME - BRIWFEOSMEZ T, BIWFEIL, BEOI2E TIiX 2014 (CEAL 26)
Y296 Bl T b £ < IRV T, 2013 (SEAK 25) 4 (293 i) | 2015 (CFpRk 27) 4 (264 #) |
2012 (SEpk 14) 4 (261 ffl) Lo TWdH, R 1IZART X OIZIE (2017 [FRk 29] 424
B) ITWEFICADBRRFHICESZ a4 Y T2l b Y a T ROETKEORMEN D D 7=
W, A%BEGBEENEZ D AEEND B,
R2ICFEMRBIFRNEETRERBELTRT, 60 WU ETIEIVWTHOFREHRICE N TSH
2000 FEARAT Y L iR L TR YO BER, BEFEO LADBR LT,

RI3IWCAODHTEY OBREFHEE - FllICrT., Bhb 0@ TADSLZY OBRFTEK
#w%%#otoimfwiﬁﬁﬁfﬁ@km%t D OBEENBICTH TS W E 8
BNz, 2B Z0HEIIHREBREHE AN (2015 [Fpk 27] FEZBFHAEAD) THRLED
@f%D\$W®E%4k IR D,

3. RAIZHWFFOFE oM 2 WENIC AT, BEIEH 3975 61D 5> LIEME a4 Y 7 =
ke Y aTdE (LF. [sCID) &W9) 283030 % (76%) THH., ZDHH 7V 4 K
HEEFORBNFERSNIZDIL 1992 6] (66%) THhot-, EEME I/ oY 7z b - F
ITIFIZ LB OERM 7 a4y 7 )b b XY a7 (vCID) Z RT3~ Cll IR %2 A
L (BLF, TdCJpy Ewvw9) 926 (2%) Thotl-, BEET IV A UHED I HLEMRMES v A
Y7k agg (LLFL TgCID) &wvv9) X676 6] (17%) Tholz, ZTD 5 H 663
UL 7 VA EABEFOERRERINLTHD (FBOVO 13FZ 7Y 7ok - o
TIHOZFEEZBETHEFT1HAEFTIV A VEAERTOERZROT ., 12 1L ELE TR
MRBETHD) . VAR s AbhBA AT — X A= (LLF. TGSS| &\ 9H)
25 156 5l (4%) . BAEMEFBEMEAIRAE (LU, [FFI) &WwW9H) B4l Th-o7-, £72CJD
FHEL TVWL2b00 7V A EHEGFRETOMEBHEEOMBE T2 & THERED
ENEEII6BIFEMET 5, REEF TR L T0ROBEFEOREN K H L (37T%) . FIFF
DB F 1L 69.5 % (FFEln 0 AR 71 %) Th o 7o, IR FFFE i O F¥J 1% dCJD & TY GSS
23 50 R E ARV S B s iz,

T F IR OIFEBINC EEER - FTROMBEEZR LI T (HEOEW sCJD, #Eix
PECID, GSS DA h k) . HABEEDOERN 01T HEE N EHINT--0D., KFRIZTEHLWVWH
HEECHEHINTERETOARZEHF LTS,

RO EMOMR I FTAROHBFEELZRT (K6 bHHKEKNOALDOEFFTHD) |

4. VA VEABGFREBEFT8TIHTEBEINTEBY, 2095 bH 831 fIN&EMEMETY
FURELTEERINTWD, B FrEROFMERTIZRT, BEICEC LIEZARAAD T U A

_24_



VERABRFOBRBIIITOATHWARVWS, FETERELREOLNTWVDLOICELBETY
FUEHESNTEEMNGHY, ZOROFRERITE 4 LEFLTLL-HLARY, —FT,
sCID L SN TWAEFMOHFIZITT VAV EHERFREDITObAL TV W EL WD, Bis
FTEBICETIERDIEGEONTZGE, BELOPZOFEKEICKH L TCAFEEZ LT I &%
HEICHEHZITDRWI X, BEREITAZEZNTH5EHKICOD 0 ARy &R CIX
%21%@ LA BBHICZOBEBIFEROFESERICOWTHHAEZITI Z L TW
HFNZOWNWTIE, EAPWITIEERENRITY) ZEZFHAE LTV E A, LEICIH L T —
f\/r7/7<§éi bW LTS, FLEMAIICITERICEL TEFOHEW I Y Y &
JOEMEZLZMLTEY, EELALNVEI R —F2TH5KH 22TV 5D,
codon 129 & codon 219 D43 A & BB EREH MBI oY 7 =V F ¥ a7 (H#B)
EENEFRRICE 8T T,

5. BHAEZ SO TEEIZ 3954 ADSEERHER I N TWD (2021 [4F13] 42 H 22 BHL
E) BRI MORHLETOMB O 2R IICAT, sCIDITEMM O N 17.9 » A7,
dCJD & gCJD TIEZN LV R REWHRmNEBlE I, GSSIHEEWICOh 2R BEZ T &
DENEDE > T,

6. I DELERLOICRT, HIMBIXTEAETIX 13% (3975 BlD 5 B 535 ) T - 7228,

dCJD % gCJD TIEHMENL LR m WEHPm A B E I Lz, FIMOFERE S LI 46T HIN T U A
VIRMEEGIE L CEFEINTWDEIN, FHIROBENHHL T RNWED 68 BRI,
INSDOEFIZONVTIHERINENHITONTEY, 5% ZHOBEEEN ENDZ Ll
FBEND, 1. VP —_"A TV AXBETHZHEEOZOICEHRIZEELEZTEL,
W EmICHT DIV R—FHEML TWV5DH,

7. INETICAY—RA T U ATHEEINTWEBHEEL AT 5 CIDIERF (dCJD) 1FFE
AR TEBVEFH R2HATHDL  AEIOY—XA T U AFELSTHRLIC I HAINEFEI N,
1987 (MEFn 62) 4, < b N - ZAREEBIRE I LT U v v 7 - BBEBUEN 2 %
67\MMO(%$DZ)&i’%f‘bkﬁ“%fﬂ%éoEmﬁiﬂﬂ:%uvcmema®ﬁﬁﬁﬂézLTth
AREMENIEFICEm <L FIBRBWIZIEE > TV WIS Probable il & L THE I,
ZOJERF oMz, BEIZ #%~47yxfﬂﬁéﬂfwf%®%®ﬁwﬁﬁ*i@@ﬁ%ﬁ
JERHIH L2 MECEEMRESCHBEENE CHRE I, £ ORI HH L7z
Frad, WEBHEEL AT S5 CJD ERF (dCIJD) XHAE, &t 165 fINEFEINTVD,

R11LICHREBHE A2 T DRKNE RS T/EO S 27, MIEEN 69 #] (45%) &
B = 5o, Ml (26 6] ; 17%) BZ kW,

K1 2ICHBEBRND dACJDFHE TCOMMO oM E T, £ < OBHFN 1987 (IHF1 62)
FEOMBEAIRFEEFLURIICBE AL X T 2FH RO T, BHE2 G dCJD %W £ T o H H 1L &
b 2@micH D, SRIFZICHEGEINTIEN CTIE, BELDL 33FEZICHK L, BIED
WL 133 4F (R A 6.9 F, mK—&/ : 1—334) Thd, dCID JEH O I I F D
DA ER LI, BHEPORFETOHE (F) onmxsR 2173 T (SRFZICEEI LT
JE B & R TR )

B OMBELE TR BB EZZ T E-REZEICONTIE., BAPREOMBIRERN S N- &
DI L T 5 1993 (CERk 5) FoBEE (1 61) Zbr& . ALBRIEZLE LA O FEE 72 o
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NEF % ORERBAE 722023 H B L Tniwn, Z OMICHEBEBE O RTREMN H D IER 2 13
Bl BIAELHEBRINERTH D,

ARFFEHECTIE, HIEBEBELNH OISR 2HA . TONRICOWTEREN L FHEITH
BT 25 X1k L T\ 5d, 2021 (5F13) 4F 2 ABE, 7 X COMERF TEIRE (H2DWIT
EHRERE) 2O RE (HD2WVWITEE) ~ HEBHEEA AT 2704 Y 7V a7
ThHd] TERMHINTWDLIIERERINLTWD,

8. TNFEFTOHPEIFZ,. AR LED T, 2@TCA vV F—F vy PTABHLTW?3S

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

Uk
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®1. BEOM-RWEOSH

BEM B (BE, AOBREMHED "
5 x B 5 = it
HIRE -1995 7¢( 0) 16(C 1) 23(C 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 31 (¢ 1)
1998 24( 1) 34( 2) 58( 1)
1999 32( 2) 54( 2 ) 86( 2) 51 64 115
2000 48 ( 3) 56 ( 2 ) 104( 3) 44 69 113
2001 54( 3) 62( 3) 116 (  3) 62 61 123
2002 47( 3) 50( 2 ) 97( 2) 54 80 134
2003 48 ( 3) 69( 3) 17( 3) 70 72 142
2004 58( 3) 71 3) 129 ( 3) 68 97 165
2005 73( 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( 4) 100( 4) 173(  4) 96 107 203
2009 94( 6 ) 120( 5) 214( 5) 79 87 166
2010 99 ( 6 ) 137( 6 ) 236 (6 ) 93 125 218
2011 11 6 ) 145( 6 ) 256 ( 6 ) 107 112 219
2012 113C 7)) 148 ( 7)) 261 ( 7)) 99 142 241
2013 131 ( 8) 162( 7)) 203( 7)) 116 136 252
2014 127(C 7)) 169( 7)) 296 (7)) 115 130 245
2015 118(¢C 7)) 146 ( 6 ) 264( 7)) 120 143 263
2016 90( 5) 112( 5) 202( 5) 115 144 259
2017 81( 5) 84( 4) 165( 4 ) 127 165 292
2018 61( 4) 117( 5) 178 (  4)
2019 62( 4) 75(C 3) 137 (¢ 3 )
2020 10( 1) 22( 1) 32( 1)
Y= 2 4 7
&t 1708 ( 100 , 43) 2266 (100 , 57) 3975 ( 100 ., 100) 1628 2017 3645

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

) RN % (LR ADBZRTEETT100%ICG5H N ELH D)
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E2. BEQOERARBEDOR T

85 (5%)
-39 40-49 50-59 60-69
=R A0 A0
BEH  B2EE (TN BEE? sEH  (FA BEE BEH  (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 0.4 23 19,089 12 26 14,803 18
2001 4 2 16,080 0.1 21 19,221 11 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 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 15419 0.1 25 19,085 13 65 15,677 4.1
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 08 51 16,901 30
2009 3 7 16,127 0.4 29 16,712 17 60 17,698 34
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 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 33 15,268 22 81 18,027 45
2015 2 5 18,306 0.3 21 15,429 14 73 18,200 40
2016 3 8 18,678 0.4 8 15,244 05 41 18,318 2.2
2017 0 4 18,579 0.2 20 15,533 13 42 17,605 24
2018 0 3 18,432 0.2 18 15,783 1.1 57 16,836 34
2019 0 1 18,181 0.1 10 16,036 0.6 40 16,104 25
2020 0 0 3 9
5% 46 104 354,308 0.3 460 360,671 13 1103 352,239 3.1
BTG
70-79 80-89 90- 24
PN PN JN=] PN=]
BEE  (FA) BEE BEH  (FA) BEE BEH  (FA) BEE BEE  (FA)
RIRE 1999 22 9,629 2.3 5 3,922 13 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 10,847 30 7 4,499 16 0 854 97 126,008
2003 42 11,219 37 5 4,703 1.1 2 929 2.2 117 126,139
2004 48 11,526 42 18 4935 36 0 1,013 129 126,176
2005 63 11,896 5.3 10 5,258 19 1 1,078 0.9 159 126,205
2006 55 12,179 45 17 5,577 30 1 1,152 0.9 166 126,154
2007 70 12,438 5.6 32 5,894 5.4 0 1,219 166 126,085
2008 69 12,612 55 27 6,209 43 2 1,277 1.6 173 125947
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 2.2 234 126,382
2011 101 13,273 76 46 7,008 6.5 3 1,442 2.1 255 126,180
2012 101 13,595 74 47 7,391 6.4 5 1,524 33 261 125,957
2013 125 13,840 9.0 57 7,666 74 2 1,610 12 293 125704
2014 113 14,137 8.0 58 7,909 73 1 1,713 0.6 206 125431
2015 105 14,081 75 54 8,161 6.6 4 1,782 2.2 264 125319
2016 83 13,873 6.0 53 8,432 6.3 6 1,922 3.1 202 125020
2017 51 14,423 35 47 8,665 5.4 1 2,050 05 165 124,648
2018 63 15,099 42 35 8,836 40 2 2,179 0.9 178 124218
2019 50 15,856 3.2 31 8,913 35 5 2,305 2.2 137 123,731
2020 1 9 0 32
5% 1442 266,637 5.4 648 135874 4.7 41 28,852 1.4 3844 2,638,077

1) AOBRE#HHTHBLLTEALTLS AN

2) AO10075 AXH4ER

3) AOBIUBERIT1999~2019F THHE 2019FLUBERBEN SV -HEMBEELESTND)
19984 LIRTIZHIE LT fEBI LA SN TUVENHEFHER 1 LR D (D7)
RIEFENALHINGEHI D HEER LT,

RIERFBTHDEN6REHHALIRIN T, HRREBHTHADE (44) LA H BRI LT=,
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=3, t*- EE%EIJAD&T:U%G)%%ﬁ

X AB10/5 Axt
AO105 Axt AO10B AR EBEHOML
BEH A0 BEFEHN) BEY A0 BEBFEHN) (B %&)
F 5 () (AN (FA) (a) (A (FA) (b) (a/b)
-39 21 25410 0.08 25 24470 0.10 0.81
40-49 48 9,269 0.52 56 9,126 0.61 0.84
50-59 201 7,698 2.61 259 7,748 3.34 0.78
60-69 518 8,811 5.88 585 9,288 6.30 093
70-79 623 6,370 9.78 819 7,603 10.77 0.91
80-89 244 3,051 8.00 404 5,028 8.04 1.00
90— 9 405 2.22 32 1,365 2.34 0.95
) AOX2015F0ERRAERLR
RIERFDEMAFEN10ANETL TSRS
4. BEOE-HEBERSHURE]
BEEIVA R
TEETSE 748
T EER BoHsd BEint RED
2EE cJbD ¥ cJD cJD CJD 2 GSS FFI cJD ¥
13
E:] 1,708 ( 43 ) 1,309 ( 43 ) 1 39 ( 42) 272 ( 40 ) 77 (49 ) 3 7
z 2,267 ( 57 ) 1,721 ( 57 ) 53 ( 58 ) 404 ( ) 79 (51 ) 1 9
F& ()
10-19 4 0 2 ( 2) 2 ( 0) 0 0
20-29 11 ( 0) 1 ( 0) 5 ( 5) 2 ( 0) 3 ( 2) 0
30-39 40 (1) 15 ( 0) 9 ( 10) 3 ( 0) 13 ( 8) 0
40-49 121 ( 3) 67 ( 2) 1 7 ( 8) 18 ( 3) 25 (16 ) 1 2
50-59 492 (12 ) 352 (12) 21 ( 23) 52 ( 8) 64 ( 41) 2 1
60-69 1,144 ( 29 ) 926 ( 31 ) 26 ( 28) 144 ( 21 ) 43 ( 28 ) 1 4
70-79 1,463 ( 37 ) 1,188 ( 39 ) 20 ( 22) 241 ( 36 ) 7 ( 4) 7
80-89 648 (16 ) 454 ( 15) 2 ( 2) 190 ( 28 ) 0 2
90-99 41 (1) 18 (1) 0 23 ( 3) 0 0
100- 0 0 0 0 0 0
I~BR 11 9 0 1 1 0
&t 3975 ( 100) 3030 ( 100) 1 92 ( 100) 676 ( 100) 156 ( 100) 4 16
3975 (100) 3030 ( 76 ) 1 2( 2 676 ( 17 ) 156 ( 4 ) 4 16
T8 (5) 69.5 69.8 57.7 73.1 54.3 66.8
th i (%) 71 71 62 75 56 70
EAEE () 11.0 9.7 16.2 116 10.4 115
=ED R 15 22 15 15 22 40
BEEE(E) 96 95 81 96 75 81

1) MMFMECID 303061D55, TUA LV EEEGFORRAEESIN-DIX1992451(66%) THY, HYDEHITIEZRMETT.
2) AL EEEEFDEEREROHELD, CIDORERAHIHZEL. WMALZEFXZOATIVIZEENS.
3 EEBEEERAE R, BEET (BHRAL) ICKVEBMEREZL, VA EEEGETFRET, REBZREDLELSHS.
A% (RIEREADBERCTEEE100%IZH5H N EEHD)
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K5 FRFEFOHBRHE

MFEHE EinH
SHBE cJD ¥ CJD 2 GSS

#i@E

HETH (RREITR) 530 ( 75 ) 429 ( 83) 97 ( 58 ) 4 ( 16 )

HEITHE RRETED) 166 ( 23 ) 83 ( 16 ) 64 ( 39) 19 ( 76 )

HEITHETIEAEL 12 ( 2) 5 ( 1) 5 ( 3) 2 ( 8)
WHOR#(Z kB 5EIR

SAIO0—XR 468 ( 66 ) 397 ( 77 ) 64 ( 39 ) 7 ( 28 )

AT ERENAE 699 ( 99 ) 519 (100 ) 165 ( 99 ) 15 ( 60 )

MBS K 326 ( 46 ) 254 ( 49 ) 52 (31 ) 20 ( 80)

PEIRER IR 359 ( 51 ) 277 ( 54) 72 ( 43) 10 ( 40)

PR ER IR 278 39 ) 221 ( 43 ) 52 ( 31) 5 ( 20)

EHEE 323 (46 ) 271 ( 52 ) 46 ( 28) 6 ( 24)

BREESE 66 ( 9 ) 48 ( 9) 8 ( 5) 10 ( 40)

AREE 253 (36 ) 221 ( 43) 30 ( 18) 2 ( 8)

FEFHIE K 354 (50 ) 283 ( 55) 62 ( 37) 9 ( 36 )

mEMES 444 (63 ) 369 ( 71 ) 64 ( 39) 11 ( 44)
ZFDHDER

I SITEE 56 (79 ) 419 ( 81 ) 116 ( 70) 21 ( 84 )

BEES 260 (37 ) 202 ( 39 ) 40 ( 24 ) 18 ( 72)

mETPEE 268 (38 ) 219 ( 42 ) 42 ( 25) 7 ( 28)

BEbt - EREREE 137 ( 19) 104 ( 20) 27 ( 16 ) 6 ( 24)

TAMNAFEIE 46 ( 6 ) 35 ( 7)) 9 ( 5) 2 ( 8)
ADL

HETREN[EE 478 ( 68 ) 357 ( 69 ) 106 ( 64 ) 15 ( 60 )

HITIES 595 ( 73 ) 384 ( 74) 114 ( 69 ) 17 ( 68)

BETHE 324 ( 46 ) 284 ( 55) 36 ( 22) 4 ( 16 )

ANTIER2R{EA 1 ( 0) 1 ( 0)

S 2 ( 0) 2 ( 0)
&t 708 ( 100 ) 517 ( 100 ) 166 ( 100 ) 25 (100 )

N TIAEABRGFORRBETOTCLDVEMIZED.
2) A VERBEFOEERZROLND, CIDORERAHZHZEEL
FEINA X%
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®6. REFROHBRHE

MFH BiE
2H8E cJbD ¥ CcJD ? GSS
X% :PSD %Y 2646 ( 69 ) 2416 (80 ) 214 ( 32 ) 16 ( 11 )
xR R EEORRKRIE HY 196 (72 ) 563 ( 19 ) 432 ( 65 ) 117 ( 82 )
MRI: XiNEBEDSES HY 435 ( 94 ) 323( 97 ) 107 ( 96 ) 5( 29 )
MRI: EE#ZDEES HY 202 ( 54 ) 164 ( 61 ) 36 ( 42 )
MRI:#RIEDEES HY 46 ( 13 ) 35( 14 ) 10( 12 ) 1C 7))

FENFINMNOSRIIEREBEOERBHTHY, REFERTHDIZAXRILT-.
2FY, REGHEIEEEDFIA100%E75.

R7. VA ERBREFEEDST

2B EHE BEIE
T)AEBBIGFEE T)AIREE CcJD GSS FFI

102(Pro/Leu) 135 (1
105(Pro/Leu) 17 (
178(Asp/Asn) 5¢(
180(Val/Ile) 432 ( 5
180(Val/lle)+232(Met/Arg)
180(Val/lle)+237(Ser/Phe)

196(Glu/Lys)

200(Glu/Lys) 9
200 Glu/Lys 24bp Deletion

203(Val/lle)

208(Arg/His)

210(Val/lle)

232(Arg/Arg)

232(Met/Arg) 10
96 bp Insertion

120 bp Insertion

168 bp Insertion

Three—time Octapeptide Insertion
Extra—repeat Insertional Mutation

178 2bp Deletion

132 ( 86 )
17(C 11)
4( 100 )

I

6 )
2 )
1)
2 )
0)
0)
0)
2 )
0)
0)
0)
0)
0)
2 )
0)
1)
0)
0)
0)
0)

—_ = = N OTWNW— = WN ==

AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN

—_ = = N O WONW—A = WONd == BN =
AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN AN
OO0 00O 00000 OO PM~MOO—= MO
PN N N N N N N N N N N N N N N N RN

FEH 17 13 4 0

&5t 831 ( 100 ) 674 ( 100 ) 153 ( 100 ) 4 (100 )

E1) FEIINIE% (MR ADBEFZRTEEE100%(2E LN E1H D)
2) TIALEABEFOLEEERHLELD, CIDORIEENHAFMNTRIZEENS.
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#&8. JUA L EHE{&EFcodon 129, codon 219D %

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys =%11
Met/Met 2524 ( 92 ) 25 ( 100 ) 5( 100 ) 2554 ( 92 )
Met/Val 221 (. 8) 221 ( 8 )
&&E%  Val/Val 1M1 ( 0) 1mCc 0)
&t 2756 (100 ) 25( 100) 5( 100) 2786 ( 100)
ait 2756 (99 ) 25(C 1) 5( 0) 278 ( 100)
Met/Met 1,836 ( 95 ) 9( 100 ) 2( 0) 1847 ( 95 )
Mo 04 Met/Val 84 ( 4) 84( 4)
wI1)Lk-¥ Val/Val 1M1 C 1) me 1)
aJ% (B8 &5t 1931 ( 100) 9( 100) 2 1942 ( 100)
&t 1931 ( 99 ) 9(C 0) 2 1942 (100 )
Met/Met 4128 ( 92 ) 147 ( 97) 10 ( 100 ) 4285 ( 92 )
Met/Val 349 ( 8 ) 5 ( 3) 354 ( 8 )
&AEE) Val/Val 14 ( 0) 14(C 0)
=1 4491 ( 100) 152 ( 100) 10 ( 100) 4653 ( 100 )
=k11 4491 (97 ) 152 (  3) 10C 0) 4653 (__100)

1Y —ARASUREESTREASNTEH (56976]) DILEBIEFREZITO-EIRNT(RELTIH)
TUREBEIN-LDEED)
) £AIEEFEDIL codon 129 DHEERIIH B codon219 DIEERMNRIBLTULBEHIHA 455185 5.
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RO. RCHFDOEB/INSKTETORAM

TEiR%4E
PMF BEoHs Pt rreic

RN TETOHM (B) SEE cJD” CJD cJD? GSS
0-11 1633 ( 41 )1384 ( 46 ) 36 ( 39 ) 208 ( 31 ) 5 ( 3)
12-23 1,071 ( 27 ) 846 ( 28 ) 30 ( 33 ) 183 ( 27 ) 12 ( 8)
24-35 534 ( 14 ) 421 ( 14 ) 12 ( 13 ) 8 ( 13 ) 12 ( 8)
36-47 210 ( 5) 131 ( 4) 6 ( 7)) 53 ( 8) 20 ( 13)
48-59 124 ( 3) 79 ( 3) 2 ( 2) 27 ( 4) 16 ( 10)
60-71 70 ( 2 ) 28 ( 1) 0 27 ( 4) 15 ( 10)
72-83 37 ( 1) 10 ( 0) 1 1) 11 ( 2) 15 ( 10)
84-95 34 ( 1) 9 ( 0) 1 ( ) 12 ( 2) 12 ( 8)
96-107 25 (1) 5 ¢ o) 1 ( 1)y 6 ( 1)y 13 ( 8)
108-119 19 ( 0) 7 ( 0) O 6 ( 1) 6 ( 4)
120- 54 ( 1) 16 ( 1) 2 ( 2) 16 ( 2) 20 ( 13)
PN 143(C 4) 94( 3) 1 38( 6) 10( 6)
&Et 3954 ( 100 ) 3030 ( 100 ) 92 ( 100 ) 676 ( 100 ) 156 ( 100 )
Ty (A) 222 17.9 23.1 29.2 76.0
EBEEREH) 26.6 19.2 28.3 31.9 51.4

=/ (A) 1 1 1 1 5

=mAH) 312 312 206 250 294

EN TV VEBBEGFORRETOTVELGIZET.
2) AV ERBEGETFOEREZROELD, CIDOREENHDHIEZET.
BN % (LE R ADBEFRTHEI100%(I2BLBNIELHD)
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£10. ZWoHE

ESL [FIXHEEH BEL VB &at
sCJD 325 ( 11 ) 2263( 75 )  442( 15 ) 3030 ( 100 )
dCJD 41 ( 45 ) 36 ( 39 ) 15( 16 ) 92 ( 100 )
gCJD 84 ( 12 ) 581 ( 86 ) 1M( 2) 676 ( 100 )
GSS 14( 9) 139 ( 89 ) 3( 2 ) 156 ( 100 )
FFI 3 1 4

REETE DIEHIELBRSILTLNS
CoftIz, ZERBTUA R (1B EXFEREDTVF U (16]) D26 AFEEFHELTIHRESN TS
BRI % (MERADBBRTEFIE100%[2G 50465 D)

sCJD: M OV TV -YaThR

dCJD : R IEREZE I 57040 Y7L -vaTR
gCUD HEEMEIOA YTV - YaTdR

GSS: FILARRT Y - RARASRTF—- v AU H—R
FFI: BU3E M R ik M A ERAE

sCJD, dCJD
FESE1 - BFHARERR, £E DR TOYNECRELAETTRHIZEET)
TUoEBERE.
(X ITFEER : FREERT ROV VERIT, #ETHERETRL, K TPSDZREHS. BIZ, Y
A—XX, SRR AN ERIES, /MNER - RERE. B - BSKEDS
H2IBE L ETRT. HBLIE, TEEWMIICASHIT, §EKR14-3-3FABETE

ERERAEBMN2F K.
BELMVAI: [FFHEEBI LR CERFRAEIRER I MY, PSDERK.
gCDJ, GSS, FFI

FHEEH HEEERERR, FEYRA0T0vMNEORERBETTRICEEDY
FUoEBEREHL VAU EREGFERERTS.

(FIXFEES RERRRIIGEVD, TIAVEREGRTFERERD. BEKFTRAFELAL.

B RERAGC JUAVERBEEFERELERASA TGN, EEETIF
VIRETRR T DERATR ERIKENHD.
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F11. EEBIEEZE 5704Vl
P XadRBEOBIEOLLELG =R
JRAE (&) AB (%)

i fE 5 69 ( 45 )
fangiiil 26 ( 17 )
RIEHNEARE 10( 6)
i Ifn 7C( 5)
IR 8( 5)
=¥ 7( 5)
R 19(C 12 )
=X 2 E 7( 5)
0" 2( 1)
it 155 ( 100)
1) ZMEFEILE 16, SMEERTADLAD
focusPRZEF1iT 145

FRIMA X% (LE R ADEFZRTEEE
100%I(27% 6N EELH D)

F12. BEBEE2ET2/04YITN - YaIRBEOBEELBENISRFEETO RN

BN SRFETOHM (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 3I3FE AHE
1975 1 1
76
71
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 23
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
At 58 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 155
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E1. BEBEREZET4/04YI)L-VITRABE 155 ADRFEDSH

H1. ERBIEEEA TS0V YadKEEE1 53ADRFED S

16

14

12

10

(AN) 8

B
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™ A A A A A H A A AN AN AN AN AN AN AN AN AN AN AN AN NN NN NN N

B

FHR(T2021F2B DI —RASU AR E R THIZITICIDERHONT=HITH D,

H2 BEBHEEZETI/04YTI-VITHREE IS5 AOBENCRBECOLHABMOLS M
H2. BRBMEEHET 55 0YITL b-PaTH153A0 BlA SEBETOMMOS 1

18

16

14

12

10
(X)

12345678 9101112131415161718192021222324252627282930313233
&

FHRIZ2021 F2A DY —ARAFUREZERTHZIZICIDERDHONT=-HITH S,
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