2021 (&f13) £ 11 A 01 H

TVF VRO —RASVARER
2021 (M 3) &£ 9 Ak TVAVEIY—RSASVRERES

EAE BRI BB A IR MR BT IR gE ¥
TUVF IR — XA T AL YT 5 B3 B A A gE BE

(7 %]

VRO ERBIGEMFEFE, BEOHRIEICESS TV A UVFEEE0HBROEREN
BAMHEFEORFHORICHAMEMAZLIRMG T D52 18> TWDHR, 1999 (FERL 11)
EEEYD, RAORE (RARERGAICEZFEORE) REon-7 ) U FRBozik
FH ORI AN IR R s BB TERME Y A L R KGR 5 0 A& 0F
e BE (LR, THRZEBE) v oH, 2010 (CERk22) BELY 17V F RO —_ AT
ALY TIICEAT 2 AEMEI ~BIT) ICEMES, VA VHROMEICIERIND
Tl hol, MIEETIIZoAAY T2l b s FaTdHEIS—_A T 2FEEELEZHEL,
ZOFRTEEZ 1078y 71200 THMABENE, R loEMELZS —XA 7 R
ZELLTREEL, SHLICEHENRO T Y A UMY EME (HEHEYEME) ol
T, BB OBF IR T D EHREICE T DA (EERIE) IS < FEE B & B A B
i (DIATIZ R EREBREM R EE) OBICIRT SN 2BERMREBEAZCERLIG LA
FIZOoWT, JFAIE L TEMPAEEZIT> TWVDH, £, 2006 (Fpk 18) B o ix Y
fiE D T BG M OVEGIE O BE T T 2 ERICEAT 2B/ (RYEERE) ESnTmITHE S
NIZEFMIZONTEH, AEOL ETCHENG LT LRz, £/, HEZITIH D
WY —=_A T 2AFBR TV AR E Y EME (R Y HEME) B8 LEMIZON
THHEHRICHEL WD, IHIZ, P—_"A T 20— ELTLEOHKENL U A
VIENEDNOBEICONT, BAE (DI VIEER) OREOL LIV A U EAEKG TR
ROEBBERRAAKRFIC, MEME~— I —BROEKEIRKERFZICHFELNLDLN, ZOIF
WMLABICEHAL WD, 2B, UEORABIZIVWINLAEE (HDWIEFEE) ORENG
ONTHAIWDOHREmML T WD,

=R T RAFBEEMWICHBEINLAMARREOY -1 F7 o XFHS (LT, £
B tvw)) THMAESEOMEZAREL., ZESTEZIoRELZ L EICTHL DEHIC
DOWT, ZromEE, FIR (MG - G - EEEMEA 2 E] 2 E0RliZ21T > T
Lo SHIZUEDE IR TFHREZR TCEBFEINZAFICONT, FLEHZERV CTEMMNIC
SUEREREBEICHEELZEML, ZO0BROKRWEBHL TS,

X 5, 2017 (FrEk 29) 4 4 H X VY Japanese Consortium of Prion Disease (JACOP) |2 L 5
TUA RO HKRBEHAE & #EE L CHE 2 HED TV D (http://jacop. umin. jp/jacop. html) .

APETIH, CRETHEHERINTELET—X M4, 2021 (FF3) &9 A 9-10 HIZH
Il —_A T ZAFEE TR SINTEHELZMA IR EZH]ET D,



[d ]

1. 1999 (*Fpk 11) 4 H 1 B226 2021 (5F13) 4£9 H 10 HE TOMMIZ, MFEIEFE
AZB U CTHEREZEG L 60948 (EEFZET) DY —_A4 7 AFHBETHRF ST
CHorBimat 236 61) . Z 095 bAEF 4166 6 CHrH 191 BFlZ8M) N7V A we LTiRD
HBiIL, T—HRXR—RTHEEINLTND

2. R LICBEBH O - RHE DA Z KT, BRE L, BRI R T 2014 CEL 26)
N 296 Bl THe b % <L RV TT, 2013 (CF K 25) 4E (293 Bi) | 2015 (CFRk 27) 4E (264 f) |
2012 (PR 14) 4F (262 i) Lo T 5. # LICHRT L 9104 (2015 [CFR& 27] 4L
B) BV E I A NSRS C LA B A Y Tal kT AT HEORERE DTN S 2 -
O, AHRBEBELN/EZ L ARERD D,

% 2 L IOHIAE BN A B L R AR, 60 UL LTI LT RO ERERICE LT Y
2000 AERAT - L B L TR OBEH, BERO LA PR LT,

RIICAADLLY OBFKEZNE - FlhliZrT, %ﬁk%mﬁﬁﬁkﬂ%t@@ﬁﬁﬁ
BELED T, TRCOEBERTED AN DT O BE S BT~ TS0 02 8
%énkoﬁﬁzwﬁﬁﬁﬁ%%%ﬁ%km(%w[Iﬁm]El@ﬁﬁAm)f BRL72 %
DTHY, FHOBEBREITRLRD,

3. RAIZHEWFFEOFE oA 2 WENICRT, BEIEH 4166 flD 5> LKL a4 Y 7 =
bk e ¥ aTRw (LLF. [sCID) &W9H) RN 3167H] (76%) THYH., ZDHI b7V A&
G TFOMBNER SN DL 2080 ]l (66%) Thol-, EHMEI/I oY Tz b - F
ITHFIFE LB OERM 7 07 2V ka7 P (vCID) Z RT3 Xl [0 IE %2 fH
L (BLF, TdeJpy Evw9) 936 (2%) Thotlz, BEETV A UIHFDO I bEaE s va
Y7z b ¥adyE (LLF. TgCID) W o) k7260 (17%) Thotze 2D 5 H 714
U7V A EABGFOLERNERINL TS (B O 12 fli3E s B RIT T, 7
2AY 7z YATHROREREREETHENTHD) . FVA I s A bha g AT —
XA —9 (LLF. TGSS) w5 ) 28 158 B (4%) . MR EERIRE (LLT.
[FFI] EW9) DA THoTe, 7VAVIHITHEEL TS OO Y 4V EABG T
R BEBHEORRB TR ETCHEREOENGH 1THGFET L. £2BF TR L 70
ROBEOFEHAEN R B (35%) . HWEFOFELFEEIL 70 5% (FFEvo P REX 71 %) T
BT, FEIFEFEE O X dCID & T GSS 28 50 s L AR WE A A R S iz,

T F IR OIFEMC EEER - TAROHBMEZR 5 12”7 (BHEOEV sCJD, EHix
PECID, GSS DA & FR) ., HAEEOEKXN 2017THEELNLEHFINTZTD, ARITH LWVHA
HECEHINEZREFOARZEH LTV D,

FOIWTMEEMOMR I AT ROHBBHEELZRT (6 LHERXOALOEFHTHD) |

4. 7V A VEAEBTFRBITI00FITERMEINTEY, 2095 H 888 flNEEMETY
FropE L TEREBINTVWD, BREFEROFEMEZR TICRT, BT LEAANDT Y A
VEHEBERTFORRIEIITORATHZRVWDE ZETEFERROOLNLTVDLIEOICEBETY
FURERHESNTEAGHY, ZOROFKERITIR 4 LI TLE—FH LRV, —FH T,
sCJD L SN TWAEFMOFITITT I AV ERERFRIEDTOA TV 2WVWEH WD, Bis



%ﬁﬁﬁﬁ?éﬁﬁﬁﬁ%ﬂkﬂA\$%&W%@§ﬁuﬂbfxﬂ§%%tg¢:e%
BEACEMZITORVWI LT, BREITAFZNT2EHFCHORB 0 rRRV &N T
%ZT%D o LA, FmAIZ %@Lm%ﬁ£®%o%%’owfﬁ%%ﬁ5:k&wa
o HEEIZOWTIE, EAMICIEEBRENTI ZEE2FHAE LTI, LEIZKELT TH —
“47/2§E£%%ﬁbfwé FLEMEIICITEGBICE L TEREOENI T Y
FOEMELBMLCTEY . BH#EALAEY K— b 2T hHa2EL T3,
codon 129 & codon 219 O E MO 5% B &GEBRE . IMBEIZ a4 Y 72k« ¥ a7 ¥H
(F5#8) & RMEEIZR 8ITRT,

5. BHHEZE D TEEIZ 3666 ADETRNER I N TWD (2021 [4F1 3] 4£ 10 H 5 HE
E), BN OLELEE TOMMONAERER 9T, sCID TR O FELE N 18 » A 7278,
dCJD & gCJD TIEHZEN LD XX EWHmM BB E I N, GSSIFEMIC b2 RimE RTH
DENEDEmN > T,

6. W HELER 10 TR T, FIMBIXTEETIE 15% (3666 Bl 5 5 552 ) TH - 7=i,
dCJD %> gCJD TIHHMEN LR EmWMHM A BE Sz, HIROMBRE S L 1C 489 37 U A
VIRHEREG L L TERBEINTWVDEN, FIROMENHBH L TR nE N 63 BRI,
:n6®ﬁWKow1m%ﬁW$ﬁﬁﬁ%ﬂfhw LS%BMOMEEN ENDZ LS
ﬁémé Fl VA T AZESTHZWMREDT-DICITHMITEE LB 2 TBY

FIMERICKTT 2R — b FEhE Lfmé

7. TNETICAY—RA T ATHEEINT-MBEBMEIEZA T 25 CIDIERF (dCIJD) 1TFR
QIR TEBVAFHBHTHL AROY —_A TV AFERTHRLICIARBEEINT,
1987 (MEFN 62) A, Mk A B T i M (2 sk U C s BR B8 i I8 BR 4 2 %2 1 . 2019 (S Fnoc) 4

’%ﬁbkf@f&é B P IC B W T Lyodura® BEH STV Z &N bho TEY .
HIRZ WL E > TW 2R W Probable il & L THE I NTZ,

_®fﬁ®m;\%L#%A47/Xfﬂﬁéhfwf%®%®ﬁﬂﬁﬁmiD@ﬁ%
FEEVHBl L7238 BB AERESCEZERFE CHRE S, & O %R H B L
EEEGD, MIRBAEEZ AT 25 CIDEF (dCJD) 1XHIE, AFF 156 IR EHESIHL TV D,

FILICHBEBIEA2Z T2 RK L R > IBREO A 23, MIEE A 69 il (44%) &%
< A, M (276 ; 17%) NZENICE T,

Fz 12 ICHEEBMEND dCJD BFHE TCOMB O oA ERT, £ < OBFEN 1987 (HHF1 62)
OB GIEEFURIICBE A Z T 2FH RO T, B2 5 dCID %W £ T o HIXE #
b 2@EmICH D, SERFZICESESNTIEMN CTIE, BEND 32FEKICHRKE Lz, BED
WL 13,5 4F (BE¥ERAE - 7.1, &/ K 1-334F) TodH D, dCJD i il D FE I 4F D 43
fER1IC, BENOEWETCOHMB (F) OoME2K 2 12T (SEFZICEE S NTIE
W%ﬁﬁfm#)o

RO MBREE FERICBIE A Z T - EREFEICON T, BAHEOBBENE R S - L
WYL T D 1993 (CFpk 5) FoBHEm (1 F) 2 Br& . LBRIEZE E LLAT O R 722 o
NI DOREEE 22 O 25T HB LTV AW, 2 OIS AE O ] REME AN B B AEFI Y 13
Bl b, BAELHERNER TH D,

AR TIE, BEREBHEEPHA O NI R s THE, TORRFIZOWVWTEREN L FZHEIZH



32X K@ELTWD, 2021 (5F0 3) 4F 10 HEIE, ¥ XTOEFTERE (HDHW
ZEFEKE) 2O BRE (LD WITFEE) ~ THEBHEELs AT 2704 Y 7)Y ar
R THDH] ZEDRHAINTVWEZ ERERINLTWVWS,

8. ZNhFEFToOHEF, ABRELED T, 2 TA V¥ —Fy hTABHLTWVD
(http://www. jichi. ac. jp/dph/inprogress/prion/),

D =



R1. BEOH-REFOSH

o RH(BE, AOBRELHEH) "
5 % [ E: = it
HIRE -1995 7¢ 0) 16(C 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 31 (¢ 1)
1998 24( 1) 34( 1) 58( 1)
1999 32( 2) 54( 2) 86 ( 2) 51 65 116
2000 48( 3) 56 ( 2 ) 104( 2) 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(C 3) 129 (  3) 69 98 167
2005 73( 4) 86( 4) 159 (  4) 72 84 156
2006 58( 3) 109( 5) 167 ( 4) 7 104 175
2007 77(C 4) 89( 4) 166 (4 ) 72 98 170
2008 73( 4) 100( 4) 173(  4) 97 109 206
2009 94( 5) 120( 5) 214( 5) 79 87 166
2010 100( 6 ) 138( 6 ) 238( 6 ) 93 126 219
2011 111( 6 ) 146 (6 ) 257( 6 ) 107 112 219
2012 113( 6 ) 149 ( 6 ) 262( 6 ) 99 142 241
2013 131 (C 7)) 162 ( 7)) 293( 7)) 116 136 252
2014 127( 7)) 169 ( 7)) 206 (7)) 115 130 245
2015 118 ( 7)) 146 (6 ) 264 ( 6 ) 121 145 266
2016 91( 5) 115( 5) 206 ( 5 ) 115 146 261
2017 84( 5) 88( 4) 172 (  4) 129 165 294
2018 65( 4) 126 (5 ) 191 ( 5) 155 184 339
2019 85( 5) 89( 4) 174 (  4) 105 169 274
2020 55( 3) 90( 4) 145( 3)
2021 3( 0) 11 0) 14( 0)
& 2 4 6
it 1788 ( 100 , 43) 2378 (100 , 57) 4166 ( 100 , 100) 1896 2382 42178

1) ICD 10th: A81.0+A81.8
SE) RN % (MR ADBERTEEIXI100%IZHLHN EEHH D)



FHh (%)
-39 40-49 50-59 60-69
pN=RY N=! A0
BEH BEH (FA) BEE” BEK FA) BEE BEK (FA) BRE
REE 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 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 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 1.4 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 13 65 15,677 4.1
2007 2 5 15,685 0.3 20 18,324 11 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 17 60 17,698 34
2010 4 6 16,617 0.4 29 16,264 18 70 18,285 38
2011 0 5 16,992 0.3 34 15,793 2.2 67 18,392 36
2012 0 7 17,400 0.4 27 15,469 17 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 2.2 81 18,027 45
2015 2 5 18,306 0.3 21 15,429 14 73 18,200 40
2016 3 10 18,678 05 8 15244 05 41 18,318 22
2017 0 4 18,579 0.2 21 15,533 14 45 17,605 26
2018 0 3 18,432 0.2 19 15,783 12 59 16,836 35
2019 1 1 18,181 0.1 15 16,036 0.9 49 16,104 30
2020 0 0 - - 8 - - 40 - -
2021 0 0 - - 0 - - 5 - -
£ 47 106 354,308 0.3 473 360,671 1.3 1156 352,239 33
i (5%)
70-79 80-89 90- EXa
A0 A0 A0 A0
BEH  (FA) i3 BEH  (FA) BEE BEH  (FA) BERE BEHK (FA) BE
REE 1999 22 9629 23 5 3922 13 0 637 86 125432 0.7
2000 31 10,030 3.1 13 4140 3.1 0 700 104 125613 0.8
2001 41 10,454 3.9 7 4313 16 0 772 116 125908 0.9
2002 32 10847 30 7 4499 16 0 854 97 126,008 0.8
2003 42 11219 37 5 4703 1.1 2 929 22 117 126,139 0.9
2004 48 11526 42 18 4935 3.6 0 1013 129 126,176 1.0
2005 63 11,896 5.3 10 5258 1.9 1 1,078 0.9 159 126,205 13
2006 55 12,179 45 17 5577 3.0 1 1,152 0.9 166 126,154 13
2007 70 12,438 5.6 32 5894 5.4 0 1219 166 126,085 13
2008 68 12612 5.4 27 6,209 43 2 1277 16 173 125947 1.4
2009 81 12670 6.4 31 6,544 47 3 1326 23 214 125820 17
2010 85 12,960 6.6 39 6,809 5.7 3 1368 2.2 236 126,382 19
2011 101 13,273 76 46 7,098 6.5 3 1442 2.1 256 126,180 20
2012 101 13,595 74 48 7,391 6.5 5 1524 33 262 125957 2.1
2013 125 13,840 9.0 57 7,666 74 2 1610 12 293 125704 2.3
2014 113 14,137 8.0 58 7,909 73 1 1,713 0.6 206 125431 24
2015 105 14,081 75 54 8,161 6.6 4 1,782 22 264 125319 2.1
2016 84 13873 6.1 54 8432 6.4 6 1922 3.1 206 125020 16
2017 53 14,423 3.7 48 8665 55 1 2,050 05 172 124,648 14
2018 73 15099 48 35 8836 4.0 2 2179 0.9 191 124218 15
2019 60 15,856 38 42 8913 4.7 6 2,305 26 174 123,731 14
2020 60 - - 35 - - 2 - - 145 - -
2021 6 - - 3 - - 0 - - 14 - -
%1—3) 1519 266,637 5.7 691 135,874 5.1 44 28,852 15 4036 2,638,077 15

1) AOBE#HEIHTHBLLTERLTLSALD

2) AO10075 Axt4ERE

3) ANOBLUBEIEL1999~2019F THEH 2019FLFIERBEN S LV =DEELLZ>TS)
1998 FE RN RIELIEB LR SN TUOEWOEFHER 1 LIEELG D (DY)
FHEENASI GBI DHEEE L=,

REHEBTHADENCR LTSRN L, RIFEBRLTHADE (46 Lo MSERIMN LT,



®3. tE-F@WmAHNADO 351’:")%0),%%‘%&

T AB10/8 Axt
AO105 Axt AOI0B AR  BEEHOML
BEH A0 EFEHN) BEH A0 EFEHN) (B %&)
F 5 () (AN (FA) (a) (AN (FA) (b) (a/b)
-39 28 25410 0.11 28 24470 0.11 0.96
40-49 54 9,269 0.58 69 9,126 0.76 0.77
50-59 215 7,698 2.79 290 7,748 3.74 0.75
60-69 557 8,811 6.32 640 9,288 6.89 0.92
70-79 662 6,370 10.39 878 7,603 11.55 0.90
80-89 260 3,051 8.52 431 5,028 8.57 0.99
90— 9 405 2.22 35 1,365 2.56 0.87
E)AOIX2015FDERFHERER
RIEBDFEHTEINONETD IO OERS
R4 BEOM-REBEFH S AOURER]
BEEITVAUE
EETSE ex <l
M ZTER  EOHD Bt KED
SR cJbD " CcJD cJD cJD ? GSS FFI Tyrsm P
13
2] 1788 ( 43 ) 1370 ( 43 ) 1 40 ( 43 ) 289 ( 40 ) 78 ( 49 ) 3 7
kg 2378 ( 57 ) 1797 ( 57 ) 53 ( 57 ) 437 ( 60 ) 80 ( 51) 1 10
FH (%)
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) 10 ( 11) 3 ( 0) 13 ( 8) 0
40-49 121 ( 3) 67 ( 2) 1 7 ( 8) 18 ( 2) 271 ( 17) 1 2
50-59 492 ( 12) 361 ( 11) 21 ( 23) 56 ( 8) 64 ( 41 ) 2 1
60-69 1144 ( 27 ) 967 ( 31) 26 ( 28 ) 156 ( 21 ) 43 ( 27) 1 4
70-79 1463 ( 35 ) 1249 ( 39 ) 20 ( 22) 257 ( 35) 7 ( 4) 7
80-89 648 ( 16 ) 480 ( 15 ) 2 ( 2) 206 ( 28) 0 3
90-99 4 (1) 19 ( 1) 0 25 ( 3) 0 0
100- 0 0 0 0 0 0
PNz 1 8 0 1 1 0
£t 4166 (100 ) 3167 (100 ) 1 93 (100 ) 726 (100 ) 158 (100 ) 4 17
4166 (100 ) 3167 ( 76 ) 1 93 ( 2) 726 ( 17 ) 158 ( 4 ) 4 17
T (%) 70 70 58 73 54 68
R fE (5%) 71 71 61 75 56 70
A = 2 (%) 11 10 16 12 10 12
- ) 15 22 15 15 22 40
=EE (&) 96 95 81 96 75 82

SE1)IFEMCID 316765055, TUAVELBEFORENERSNT=DI1E£208045](66%) THY, 7&YDAERF TILKRMEIT.
2) AV EABEGETFOEEREZDROLEVD, CIDOREELAHLHZEL. BALEFXZOATIVIZEENS.
3 EEBEELAED, BEET (BIRLL) ITKYEBMNEREL, TUALEREGFRERT, RERFAETLENHS.
FBIlNIE% (MEEADBEBRTEEHL100%IZELHENEEHD)



®5. FEFBREOHEREE

MF M Bz
E3-:5] cJD " cJD? GSS
@
AT (RRETE) 684 ( 76 ) 545 ( 83 ) 135 ( 62 ) 4 ( 15)
T RRETED) 205 ( 23) 107 ( 16) 77 ( 3 ) 21 ( 78)
HEITHETIEAEN 12 ( 1) 5 C 1) 5 «( 2) 2 «C 7))
TERER Y
IAHYO—XR 591 ( 66 ) 493 ( 75 ) 90 ( 41 ) 8 ( 30)
HEITHEERENE 890 ( 99 ) 657 ( 100 ) 216 ( 100 ) 17 ( 63)
MBS K 420 ( 47 ) 324 ( 49) 74 ( 34 ) 22 ( 81)
BEIRER R IE 471 ( 52 ) 358 ( 54 ) 101 ( 47 ) 12 ( 44)
BRI B E 353 39 ) 278 ( 42 ) 69 ( 32) 6 ( 22)
BHEE 419 ( 47 ) 348 ( 53 ) 65 ( 30) 6 ( 22)
REEE 84 ( 9) 62 ( 9) 11 (C 5) 11 ( 41)
HEREE 317 ( 35 ) 279 ( 42 ) 36 ( 17 ) 2 «C 7))
AR 443 ( 49 ) 352 ( 54 ) 80 ( 37) 11 ( 41)
mEMES 584 ( 65 ) 478 ( 73 ) 93 ( 43 ) 13 ( 48)
ZDHDER
I HITIEE 711 ( 79 ) 532 ( 81 ) 156 ( 72 ) 23 ( 85)
BEEE 341 ( 38 ) 264 ( 40 ) 58 ( 27 ) 19 ( 70)
W T EE 361 ( 40 ) 286 ( 44 ) 66 ( 30) 9 ( 33)
bt - BERRIES 179 ( 20) 134 ( 20) 38 ( 18) 7 ( 26 )
TADNAREE 61 ( 7)) 49 ( 7)) 10 ( 5) 2 C 7))
ADL
R NES 638 ( 71 ) 474 ( 72 ) 148 ( 68 ) 16 ( 59 )
HITHESE 675 ( 75 ) 501 ( 76 ) 155 ( 71 ) 19 ( 70)
BETHEE 436 ( 48 ) 369 ( 56 ) 62 ( 29) 5 ( 19)
A TIEIR 255 F 4 ¢ 0) 4 ( 1) 0 « - 0 C -
SEVIR 3 ( 0) 2 ( 0) 1 ( 0) 0 (-
&t 901 (100 ) 657 (100 ) 217 (_ 100 ) 27 (100 )

E) VAU EABGEFORRBETO>TLELIZED.
2) TVAVEBBIGEFOEERFIOLELD, CIDOREENRHIHEZST.

3) WHOFBIZ R EE(CE LA N BEiifE

FEINA L%

== =
=3

REE-FBEHER (AWHOIBEE (R L LA,



®6. REMROHBHE

MEHE Ein
SEE CJD 2 CJD ¥ GSS
ik :PSD $»Y 2833 ( 69 2514 (80 230 ( 32 ) 17 (
IR EREHOFRKE HY 1205 ( 29 595 ( 19 453 ( 64 ) 117 (
MRI: KN ENDZIES HY 623 ( 95 460 (97 153 ( 96 ) 6 (
MRL: EE#ZDSES HY 306 ( 55 243 (60 58 ( 44 ) 3 (
MRI: RO EES HY 73 ( 14 55( 14 15( 12 ) 1(

SE1) MMFEMECID, EBIEMECID, GSSUAN D TIA VIR EL IR TOITIAURESE.

F2) VA U EBEETFORRETOTLVELIZET.

NTALVEARBGFOERZRDLLD, CIDOREENHLHEET.
EILAN (%) DABIEEREORERBTHY, REBRTADISS IR

2FY, REGHEELIEMEEDFA100%EL 5.



R7. VA BEREEFEREDST

=P Rk PR rreic

VAV EREEFEER TVAVRESE CcJD GSS FFI
102(Pro/Leu) 137 ( 15 ) 137 ( 87 )
105(Pro/Leu) 17 2) 17(C 11 )
178(Asp/Asn) 5( 1) 1C 0) 4 ( 100 )
180(Val/lle) 461 ( 52 ) 461 ( 63 )
180(Val/Ile)+232(Met/Arg) 5 ( 1) 5( 1)
180(Val/Ile)+237(Ser/Phe) 1(C 0) 1( 0)
188(Thr/Lys) 1(C 0) 1¢C 0)
196(Glu/Lys) 1(C 0) 1¢C 0)
200(Glu/Lys) 110( 12 ) 110( 15)

(200Glu/Lys, =24 bp) " 2( 0) 2( 0)
203(Val/lle) 3( 0) 3(C 0)
208(Arg/His) 1( 0) 1( 0)
210(Val/lle) 2( 0) 2( 0)
232(Arg/Arg) 3( 0) 3 ( 0)
232(Met/Arg) 108 ( 12 ) 108( 15 )
Octapeptide Repeat Insertion

(72 bp) 1( 0) 1( 0)

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

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

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

(FEH) 2( 0) 2( 0)
Codon 178 (2bp deletion) 1(C 0) 1¢C 0)
g2 16 12 4 0
&t 888 ( 100 ) 726 ( 100 ) 158 ( 100 ) 4 (100 )

FEIMNIE% (RERADBEZRTEETIL100%(ZHLHENEEHD)

3¥1) codon200Glub Bl —7 L ILIZ24bpD RIBFEHBH. CD-24bpRIBIFEEZ R THY LT ETIEZALN.

~24bp RAB(F4ABNZBHONTEY, THLIET A THMHEMECIDELTHEFEIN TS,
F2) TV EBEBELGFRERBITLEACIDORIKEELHLHIH TFRHE] ITEEND.
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#%8. YA ERHEIEFcodon 129, codon 219N Z R DL

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys &it
Met/Met 2657( 92 ) 27 ( 100 ) 5( 100 ) 2689 ( 92 )
Met/Val 228 ( 8 ) 228 ( 8 )
&%  Val/Val 1MC 0) 1M 0)
=kl 2896 ( 100 ) 27 ( 100 ) 5( 100) 2928 ( 100)
&t 2896 (99 ) 27 ( 1) 5(  0) 2928 ( 100)
Met/Met 1922( 95 ) 9 ( 100 ) 2 ( 0) 1933 ( 95)
M3~ O Met/Val 87( 4) 87 ( 4)
w1 )Lk- Val/Val me 1) e 1)
OJ% (Fig) &5t 2020 ( 100 ) 9 ( 100 ) 2 2031 ( 100)
=kl 2020 (99 ) 9( 0) 2 2031 ( 100)
Met/Met 3533( 92) 115( 97) 9( 100 ) 3657 ( 92 )
Met/ Val 295 ( 8) 3( 3) 298 ( 8 )
& A|FEE Val/Val 13C  0) 13C 0)
=kl 3841 ( 100 ) 118 ( 100 ) 9( 100) 3968 ( 100 )
&t 3841 ( 97) 118 ( 3) 9( 0) 3968 ( 100)

1Y —ARASUREEESTHREASNTIEH (56976]) DILEBIEFREETOIEEIRNT(RELTH)

FTUREBESNLDEED)

) 2RIEEREFEDDIS codon 129 DFERITH S codon219 DIERMNRIELTULBIEFIH 456185 5.
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F9. R EDRFEMSHETCETOHM

TR

S@EE S pad-xitl BEDHb EintE PERED
RENLFTETOHRM(B) cJD” CJD CJD cJp? GSS FFI oL PR
0-11 1710 (41 ) 1436 ( 45 ) 0( 0) 36 ( 39) 226 ( 31) 5( 3)) 1( 25) 6 ( 35)
12-23 1095 (26 ) 855 ( 27 ) 0( 0) 3 ( 32 ) 18 ( 26 ) 15 ( 9)) 2 ( 50) 5 ( 29)
24-35 538 (13 ) 424 ( 13) 0( 0) 12 ( 13) 92 ( 13) 9 ( 6)) 0( 0) 1(C 6)
36-47 216 (5 ) 132 ( 4) 1 (100 ) 6 ( 6) 54 ( 7)) 23 ( 15)) 0(C 0) 0( 0)
48-59 126 (3 ) 8 ( 3) 0( 0) 2 2) 271(C 4) 14( 9)) 0o( 0) 2 ( 12)
60-71 74 ( 2) 25 ( 1) 0( 0) 0 28 ( 4) 19 ( 12)) 0( 0) 2 ( 12)
72-83 39 ( 1) 11 0) 0(C 0) 1TC 1) 11 2) 15 9)) 1( 25) 0o(C 0)
84-95 32 (1) 9 ( 0) 0o(C 0) 1 ( )y 1t o2) 11 7)) 0(C 0) 0o(C 0)
96-107 25 (1) 5( 0) 0( 0) 1TC 1) 6 ( 1) 13( 8)) 0( 0) 0( 0)
108-119 21 (1) 7( 0) 0( 0) 0 7C 1) 7( 4)) 0( 0) 0( 0)
120- 63 ( 2) 22¢( 1) o( 0) 2(C 2) 19(C 3) 20 (C 13)) o( 0) 0o(C 0)
] 227 ( 5 ) 160 ( 5) 0(C 0) 2 57 ( 8) 7C 4)) 0(C 0) 1 6)
&5t 4166 ( 100 ) 3167 ( 100 ) 1 ( 100 ) 93 ( 100 ) 726 ( 100 ) 158 ( 100 )) 4 ( 100 ) 17 ( 100)
E#(A) 22 18 42 23 29 76 28 24
BERER) 26 19 - 28 32 52 35 22
B/N(A) i 1 - ! 2 5 7 4
&=X(H) 312 312 - 206 250 294 80 68

FENTIA U BRBEGETFOBRRETOCVVELIZET.

DAV EABETFOEREROHELD, CIDOREENHIHIEET.

FEARIE% (ISR ADERTERE100%IZE5E N EELH D)
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#F10. ZMn$E

Y ESER L] 5LVl aEt
sCJD 337 ( 11 ) 2366 (75 ) 464 ( 15 ) 3167 ( 100 )
dCJD 41 ( 44 ) 36 ( 39 ) 16( 17 ) 93 ( 100 )
gCJD 91 ( 13 ) 624 ( 86 ) 1M 2) 726 ( 100 )
GSS 15(C 9) 140 ( 89 ) 3( 2 ) 158 ( 100 )
FFI 3 1 4

KIETEDRERFIEEBEILTLNS
DIz, EERTYFE(H) EXBEREDT)AE (16]) D2 A EEFELTHRESNTILNS
FEIMRIE% (B EADBEFRTEEHL100%IZH5ENE0HD)

sCJD: IFMHE IOV TTILL-YaTR

dCJD: WEERIEREE 504V T/Lh-YaTR
gCJD B I/OY IV -YaT%R

GSS: HILARRT Y RRAALRT— v A h—iR
FFI: BSE M R 1 AR SE

sCJD, dCJD
R HHMERERR, £EHtR40JayvhEORELEETTHRIZEET)
TUoEBERE.
(FIZFEER RERTRAEUVVESIT, ETHEREZRL, KR TPSDERDHD. BIZ, 347
A—XX, SR $ANIRES, MNER - REEE. EF-BESKEDS
H2IEE LU ETRT. HBDULIE. TFRLMAIIZASHIT, 8K 14-3-3EBEG4ETE

BRI BN 2ERTE.
={AYE (X XHEEH| EEICEERAEKRZTT A, PSDERL.
gCDJ, GSS, FFI

He =451 AFHMMERERR, FE0R 0 TavNEORELBETTRKICEED)
FUBRAEREL VAU EREGFEREEZETS.

[FIFFEEHFEARFGVND, TVF U ERBGFEEZRD. BRRATENFELEL.

ZEL VA RERENGS TIAVEREGFERLEHSN TGN, ERETIF
UIRETRR T DRI R ERIEENHS.
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F11. BFEBEEZETH/0/4YTIL
P Yo REBEEOBEDLEELG-RE

JmAE (R A (%)
e 69 ( 44 )
Aixi H Ifn 27 ( 17 )
RIEHRBIRTE 10(C 6)
A rfn & 7( 4)
I 8( 5)
E X34 7(C 4)
EEm s g 19(C 12 )
=X 2 E 7C 4)
Z0H" 2( 1)
=t 156 ( 100)

1) BRHEFEBLE 16, SMEFERTADAD

focusfRrZE F1i7 1451

FEINN % (MERADRBRTEEE

100%I2iE 50N &1H D)

®12 BEBHEEZEIT3904YI)Lb-YaIBEHAOBIBEFLBIE o
BHENSRFEETO M (F)
FEHEE 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 R At
1975 1 1
76
77
78 1T 2
79 1 1 2
1980 T 1 3
81 1 1 1 1 4
82 4 2 1 1 8
83 6 15 1 1 1 1 16
84 12 2 4 1 1 1 2 1T 2 1 28
85 12 1 1 2 2 2 12 1 2 26
86 10 1 2 3 2 4 4 2 3 31
87 8 2 1 3 1 2 2 1 T 11 24
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
&5t 56 6 4 17 13 9 9 4 4 3 2 3 6 2 3 2 2 2 2 3 156
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