I. 7V ZFEOY—_A T RFER






2018 (Fpk30) 41 0H 2 6 H

TIVFAUEOY —RASURER
[2018 (FEpK30) FOAMEY—RAMAZTVRAEESR

JEA @R I e B A #E e R R B T IR WF 9T F 2
(VA IO —_ A TR EY T3 2 AN 9L B

(5 ]

R ERBIBEM I F EFFORICEAME[MAZLRMT L2 L2225 TWVD A, 1999
(CERk1L) FE LD, KA@H%(I?E@EA FERBEORE) BELALTY A 0H
HEOZHEOHRKMEMANZIEAETEE FFREM e TEBEMET AL ARG

LA BE (BLF, THFZEEE) W9, 2010 (CEpk22) £E XY [0 4 /o H—
NA T RALEPETHICEAT2MAENRI] ~BIT) CEM S, TV A RO
AEnsztehol-, MMEMTITZ o4 Y 72 s YadHEIy—_4(4 T  AEBE%
REL, TOHFTL2EZIOT 2y 72T THRENE, BB ZREOEMELY — X1 7
VAZEBELTEHEBEL, SSLICEBMEMEO Y FoFEHAYEME (MBRHELEME) o
W& C, R OBEITRT 5EREITHE T 2 EMRE R IE) IR D < R ERE B A
FEHEE (DARTIX R ER BRI IEF ) OBICHAM S 5 IR ﬁﬁ@kﬁf%ﬁ#%%h
FHREFIZOWVWT, FAIE L TEMHFAEZIT> TV DH, £, 2006 (CFRK18) HEEND

MY IE O T 85 K OVEGE OB F TR T 2 EREIC %ﬁé%@w(@%ﬁ%)ﬂ%dmfﬁ
JHONER2EMICONTS, REOL ETHENRLET IR, £, RE%E
TOI9BIY—RA TV RAFER T VA VY EME (HRHEYHEME) NEMLIE
FHZOWTHRERFRICHEL TWDH, SHIZ, P—_"A T 20— L L TREDERKEI
L7V A UVRBNELDNDLDEFICONT, BF(B2WVWEREE) OREO L LIV A EH
B THRBEOKENRILEKRFIC, MEMBE~Y — VT —RBOEREIEIRRKFIIHEE LN DD,

%ﬁ%%ﬁ’%mbfwé B, UEoREBEZTNWTHALEE (HD5WIEEE) OF
E#%%nt TOHFEmRL TWDH,

#—«47/xéﬁim%m_%@éhéﬁ%ﬁwﬁ—N4?VX§E%(uT\Fé
Bl tvw)) THHRAERRLIRE L, ZESTEZIoRELZ L LI cOBEIZTOV
T, ZWromEE, KR (M - ZEE - EREBHE 2 E] R EOFFMEIT> TS,
EHIEHUEOE YR TR EER TCEEINERFIZONT, HEHZRVTEMMWICZ?
EREHBEAICHAEZEZEM L, TO%OKRMEEHL TS,

7. 2017 (FEA%29) 44 H XV Japanese Consortium of Prion Diseae (JACOP) 2 K&
D7V A UFROBRBEHAE S #EEL CHALZED T D (http://jacop. umin. jp/jacop. ht
ml),

AWETEH, CNETEHEHERINLTEAET—XITMA, 2018 (FAk30) 9 H13H, 14H
DO2HMICE-S THEINTZY—XXA T U 2FBEETHRFTEINTE/RZIM A ZBLRZ R E
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1. 1999 (CFpk11) 4F4A 1H 252018 (CFi%30) £ 7 H £ TICHIEHELR CIXEERAE
HANESRY —_ AT 22D TN FTHB L TE6763 (EEMEZ &) OF#
/TS, 20952018 (FEAL30) £ 9 HIAHHEE TICHFH3MI6AN T U Fome L
TH—RA T U AFEETRODLN, Bk,

2. RIWZEBBEBREFTOMNE - BFFOSAMAERT, BIHFIT, BEFA2E TIE2013 (FEik2
5) 275 T b % <, W T2014 (FRk26) 4 (26741), 2012 (Fpk14) 4 (251
). 2011 (FEpk23) 4 (248f1) L7Zeo>TWd, £1IZART X OICEHAE (2016 [FRk28]
FEUR) TWERICADBREEFICEDZ 7284y 720 b « Y TIHORE LT E O BN
HoHTEO, ARBEREENEZDAREEIEIS D, B2 ICEMBIERNBEREBERE
T, 60U ETIEWTHOERBEEHZIZIB VT H2000FERATHE L ik L THEOBEK,
BEBROEAPALNTZ, B3CALODLEZYOBEHEZNE - FHbliIcrt, BkE b0
RTCAODEZVOBELEN RS L o7z, 395N T & 80mk LA & BR\N T 3 T 04 i bk
TEDANA DD ODBEFHENBIZHEASRTEZWHAABEI N, 0B 2 OHMITHE EE
A An (2015 [Fm27] FEZBHEAD) THRLEZELOTHY, FHOBBRLITRR
ol

3. RAIZHIFK OEE S 2R BN R T, BEIEH 3416610 5 LIVFEME T v (Y 7 =
b a7 (LLF, [sCID) &9 ) 26200 (77%)., EHMEI/ e Y 7= b -
YaTZHIT1IploOERM 7 a4y 7 b YT (vCID) % BRUVN T3~ Tl i JEE
AL (LT, TdCJD) &wv9H,) 9161 (3%) Th b, BTV F WD O BLFEKEME Y
nAY 7/l h Y aTE (LLF, TCJD) &V ,) MN5496] (16% ., Z @ H H 536411
VAV EABLEFOEREPBERINLTWD, 136IZ 7Y 7 )b b ¥ a7 JHOFEKER
EHRHTLER T, TV VEABBTOERR VWL, BETFTRRETHDL), FV AR
Y AMBRARAT — v A I—9w (LT, T6SS) & w9, ) 2313561 (4%) . M
FEMEARRIE (LLF, TFFL] EWoH ) BAlThH o7z, ECIDIFMEL TWVDHH DD
VA VEABBIRBEPOHEBEBHBEOMB T 2 ETCHBEREDOE DA IHIGFET S,
EEETRD LT0EROEEN RS L. BIRKEOFLHERIL69. 15k Th o 7, FHRFFE
i O )T dCID K DNGSS23505E % T, IR WEHM A R ST,

TV A IFOIFEHINC EEER - TROMEBEHELZ RS ITRT, b, #HAEOKRXN
0ITHEENLEHF INT-72D, AREFIFLVWAEECEH INZEFOLEZEF LTV D,
K6 EMOMR T FF /Lo H BB E %2R,

4. TV A UVEABRBIFMRBIF2UFITERBEINTEY ., 205 51841 % Fr < 242264 THE
EPHPA LTV, 24228005 b7V A U EHEBEBRFOERZRB O - OFX678%H T, Z D
ILOTIFINFEHEE TV A vHE L THEEINTWVD, BEFTEROFEMIIE 7TITRT,
£ 72, codon 129& codon 219D A & X GKEFH L 2WEEICEKR 8IZFRT, vk, BEIC
HELEANDT VA EABBETFORBITITORL TS, ZETRENBD LT
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WHTDIZBWIRYWEEERZ2ELHY, Z 0B LEEANILTLE L TR,

Fo, sCIDESNTWVWAHEMOFICIZ TV A EABGIFRENM TR TV AR2VE L WD,
BEFERICETLI2ERPGONTZSGSG., BFEROCEZORBEICH L TAFGEE 26T
TEEBRICEANEITDLRVWI LT, BERITASEEZN T H2EHFICORN D v e
HTEEZ, LA, HEHICZOBEBEFERDOFESOERICOWVWTHMHAAEIT)> Z L E LT
W5, HHICOWTIE, EAMICITEBRENMTO ZEE2RAELTWDHERN, HEIZIHE LT
=R T UAFESZLWH I LTS, FEMAERICITEBICEAL CEFROBEBWL Y &
VY Z7OEMEFLEMLTEBY, BHEIONIEVR— 2475 KK 2EZ 0D,

5. BEFFREZ 5O CTBEIZ2955 ADO T RHER I T WD (2018 [FERK30] 410H BLAE),
TIVAUIFEDOIRENICEIFTNORET T TOMB O N M E2 R 9ICTRT, sCIDITEMM D IEY
1AM (17.0H) 7228, dCJDE fCIDTIERREWHM A B E I, GSSITEMICH
LA TRTEDOEENE o T,

PWIEE 1O FRTEBY Thd, ELMEMNHIREILRL 1LCFTLEBY Th D,
MAEFRETEA% TH 220, dCJDRICIDTEHHAREALCmVEAABRE ST, 2
CHEHIREN TV, FEXZOMENHHL TRV HICK L TIEERINEZ BT TH
SHPEOREEN LN DZ ENMFEEIND,

S I o

7. TNETIEARAY —XA T U ATHEBINTHEBEBMEZ A3 5CIDEERF (dCJD) TFHR
A4IZTRT EOICAFHIALTHD, ARHOEZFESTIEHLICBEGEINTIEFMIT RN -T2,
COMIZEEIC T — R A T UATEERIN T TZEZOHKORAEIC X0 /PR 2 H B L
H, MECAEFESCEHBZBERFAAE CRESIN, TORBEEBHENHHLEZEZELZE D,
BRFIABI N B FE I N T WD, WMEBHEEZZ T LK ERoWBEBONAMITER T 1IZRT
WY T, MEENES TS 25D TWnE, £1 2R TEH212EL 0BEEN1987 (EF6
2) FEOMBEAIE FEEELDAMICBHZ2Z T 2EHE RO T, BEMOLCIDEMRE TCOMMITE
BT 2EmIcH Y, BIEOFEYIT164A (FEH¥RFZE 810 HA) Thd, BEDHEWBED
FAEHLIIC, BIHEOLORFETCOHMMOoMAEXK 22T, 2B, WEOLMEELE T %
WCBMEEZZ T-REEICOWVWTIE, FBABEOBEBENAEHR S Z &N L TW51993
(FRk5) OB (1 6]) &b, WP EZ T LLAT OB GE H 7e 0 2228 T % o il 56
Mo MTHBR L TRy, OIS B O FTREME D & 2 5EF 21361 &H v | BLLEE #
WEFTHD, b, FRETIE, ERERBHBELPHLNICRsTZHAE. TONFIZOWNT
FHRENPOFBIZHHT 5 LD KB L THB Y, 2018 (F30) £ 9 HRABAE, PO
EEENERINTET RXRTOEF TERE (LD VIXEEKE) »oBE (b2 WIXFER)
~ HEBHEEEAET 5784V 7V PaTdHRThHD] ZERRPAINTND Z &
NRERINTW5DH,

8. ZNETOMRIZ, AR LEO T, B TA X —%y FTABRL TV (http://ww
w. jichi. ac. jp/dph/inprogress/prion/).
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®1. BEOU-REFEDLH

EEH R (SE, ADEEH "
E] T 5 £ T &t
RIRE -1995 7( 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7( 0) 24( 1) 31(C 1)
1998 23( 2) 4( 2) 57( 2)
1999 32( 2) 54 ( 3) 86( 3) 51 64 115
2000 48( 3) 56 ( 3) 104( 3) 44 69 113
2001 54( 4) 61( 3) 15( 3) 62 61 123
2002 47( 3) 50( 3) 97( 3) 54 80 134
2003 47( 3) 69( 4) 116 ( 3) 70 72 142
2004 57( 4) 71( 4) 128( 4) 68 97 165
2005 72( 5) 86( 4) 158 ( 5 ) 72 83 155
2006 58 ( 4) 109( 6 ) 167( 5) 70 103 173
2007 76( 5) 89( 5) 165( 5) 70 97 167
2008 73( 5) 9( 5) 172 ( 5) 96 107 203
2009 9%4( 6) 19( 6 ) 213( 6 ) 79 87 166
2010 9%( 6) 133( 7)) 229( 7)) 93 125 218
2011 109 7)) 139( 7)) 248 ( 7)) 107 112 219
2012 107( 7) 144( 7)) 251( 7)) 99 142 241
2013 126 (8 ) 149( 8) 275( 8) 116 136 252
2014 116 ( 8 ) 151 ( 8) 267( 8) 115 130 245
2015 106 (7)) 126 ( 7)) 232( 7)) 120 143 263
2016 75( 5) 0( 5) 165( 5) 115 144 259
2017 40( 3) 46( 2) 86( 3) 127 165 292
2018 8( 1) 9( 0) 17( 0)
& 2 4 6
it 1483 ( 100, 43) 1933 ( 100, 57) 3416 (100, 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
E)EIAL% (RE R ADBRTEEX100%I285GNELHD)
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%2 BEQOFHARBEDDH

8 (E)
-39 40-49 50-59 60-69
=R JN=! AB

EEY  EEH  (FA)  BExY mEy  (FA) BEEX  2:EH (FA) BEE
FEIR/E 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 04 23 19,089 1.2 26 14,803 1.8
2001 3 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 1.3 28 15,406 1.8
2003 5 6 15,566 04 18 19,052 0.9 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 04 26 18,968 14 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 1.3 66 15,677 42
2007 2 5 15,685 0.3 20 18,324 1.1 36 16,216 2.2
2008 3 7 15,908 04 14 17,495 0.8 51 16,901 3.0
2009 3 7 16,127 04 29 16,712 1.7 60 17,698 34
2010 3 6 16,617 04 27 16,264 1.7 68 18,285 3.7
2011 0 4 16,992 0.2 34 15,793 2.2 64 18,392 35
2012 0 6 17,400 0.3 26 15,469 1.7 70 18,349 3.8
2013 0 5 17,794 0.3 22 15,295 14 77 18,262 42
2014 2 7 17,943 04 27 15,268 1.8 73 18,027 40
2015 1 3 18,306 0.2 19 15,429 1.2 64 18,200 35
2016 1 7 18,678 04 6 15,244 04 33 18,318 1.8
2017 0 1 18,579 0.1 12 15,533 0.8 18 17,605 1.0

2018 0 0 3 7
§-|-3> 41 91 280,438 0.3 411 298,075 1.3 943 283,376 3.0

8 GR)
70-79 80— £EH
JN=] JN= A0

BEH  (FA BEE  EEH (A BEER  EHEN (A BER
FEIF/E 1999 22 9,629 2.3 5 4559 1.1 86 125,432 0.7
2000 31 10,030 3.1 13 4,840 2.7 104 125,613 0.8
2001 41 10,454 3.9 7 5,085 14 115 125,908 0.9
2002 32 10,847 3.0 7 5,353 1.3 97 126,008 0.8
2003 42 11,219 3.7 7 5,631 1.2 116 126,139 0.9
2004 48 11,526 42 17 5,949 29 128 126,176 1.0
2005 62 11,896 5.2 11 6,335 1.7 158 126,205 1.3
2006 55 12,179 45 18 6,728 2.7 167 126,154 1.3
2007 70 12,438 5.6 32 7,112 45 165 126,085 1.3
2008 68 12,612 54 29 7,486 3.9 172 125,947 1.4
2009 80 12,670 6.3 34 7,869 43 213 125,820 1.7
2010 83 12,960 6.4 41 8,177 50 229 126,382 1.8
2011 100 13,273 1.5 45 8,540 53 248 126,180 2.0
2012 96 13,595 71 53 8,914 59 251 125,957 20
2013 115 13,840 8.3 56 9,275 6.0 275 125,704 2.2
2014 106 14,137 1.5 52 9,622 54 267 125,431 2.1
2015 93 14,081 6.6 52 9,943 52 232 129,319 1.8
2016 70 13,873 5.0 48 10,356 4.6 165 125,020 1.3
2017 29 14,423 20 26 10,716 24 86 124,648 0.7

2018 4 3 17
§+3> 1247 207,386 55 556 121,418 40 3291 1889709 1.4

1) ANOBEHEHTHFELTERLTWSAR

2) AR10075 Axt £

3) AOBLURBEZEL1999~20164F 201 7TE LI IERBENZ RSN BT=0)

REEHNALHEHIDHELE LT,

RIEFFEHTREOEN 24 Q010FREH. 2011 FEREH) NEEHICIETETEN TV
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3. 'I‘E-Eﬁ%%u)u:lw:u%@,%%%&

T AB1078 Axt
ABO108 A% AO10AAR BEHOML
BEHN A0 BEHAN) EEH A0 BEH(AN) (B %)
15 (%) (AN) (FA) (a) (AN) (FA) (b) (a/b)
-39 24 21,206 0.113 26 24,470 0.106 1.07
40-49 44 9,269 0.475 63 9,126 0.690 0.69
50-59 189 7,698 2.455 254 7,748 3.278 0.75
60-69 460 8,811 5.221 524 9,288 5.642 0.93
70-79 554 6,370 8.697 714 7,603 9.391 0.93
80— 209 3,4_56 6.047 347 6,393 5.428 1.11
E)AOIZ20155 OEAFAERRE
RIEROERTFENSALY . BERAEDTHS.
=4, BEOHE-REBFEEH D MURER]
BiEHITVA
TEESHE ¥
RS FER EOHD RIEMH RED
28E cJc? cJD cJD CcJD ? GSS FFI ot ¥ cJD ?
%
] 1483 ( 43 ) 1142( 44 ) 1 39 ( 43 ) 225 ( 41 ) 66 ( 49 ) 3 7
= 1933 ( 57 ) 1478( 56 ) 52 ( 57 ) 324 ( 59 ) 69 ( 51 ) 1 1 8
EH (%)
10-19 4 2( 2) 2( 0)
20-29 9( 0) 1( 0) 5( 5) 1( 0) 2( 1)
30-39 37( 1) 14( 1) 9( 10) 2( 0) 12( 9)
40-49 107( 3) 62( 2 ) 1 7( 8) 16( 3) 17.( 13 ) 1 1 2
50-59 443 (13 )  314(12) 20( 22 ) 47( 9) 58 ( 43 ) 2 2
60-69 984 (29 ) 800( 31) 26 ( 29 ) 115( 21 ) 38( 28 ) 1 4
70-79 1268 ( 37 ) 1030( 39 ) 20( 22 ) 206 ( 38 ) 7( 5) 5
80-89 524 (15 )  377( 14 ) 2( 2) 143 ( 26 ) 2
90-99 32 16( 1) 16( 3)
TEA 8 6 1 1
&t 3416 (100) 2620 ( 100) 1 91 ( 100) 549 ( 100) 135 (100) 4 1 15
3416 (100) 2620 ( 77 ) 1 91( 3) 549 ( 16 ) 135( 4 ) 4 1 15
T () 69.1 69.6 57.7 725 55.0 545
T (B) 110 9.8 16.2 115 10.3 6.4
BEE () 95 95 81 93 75 61
=ED (&) 15 22 15 15 22 46

FNTIAVEREGTFORRETOTVELEIZET.
2) AU EABEFOERERHEND, CIDOREELHEHIZET.
3)EEMETIA U HEFEALEH)

4)EEBIEEEZRED, BHET FIRLL) ICKYBMIERGL, TVA L EEEGEFRERT, REEEREDLELSHS.

FEINA % (U A ADBEZRTEETL100%(IZHR5HRNEEH D)
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#&5. FRAEEOQHBBAE

M 3k
eEE cJD V) CJD ? GSS
8
EITH (BEETR) 99 ( 76 ) 76 (82 ) 22 ( 65 ) ( 0)
HEITHE GRHRETR) 28( 21 ) 16( 17 ) 11( 32) 1(100 )
WHOR % (2 K BJE 4K
SAH/0—XR 78 ( 60 ) 67 ( 72) 9( 26 ) ( 0)
AT ER AN 129 ( 98 ) 92 ( 99 ) 34 (100 ) 1(100 )
NI K 56 (43 ) 48 ( 52 ) 7(21) 1(100 )
SRR 62 ( 47 ) 52 ( 56 ) 9( 26 ) ( 0)
SR BRI 49 37) 39( 42) 9( 26 ) ( 0)
EREES 60 ( 46 ) 50 ( 54 ) 9( 26 ) ( 0)
REEE 1m(C 8) Mme 12) ( 0) ( 0)
B[EES 43 ( 33 ) 39( 42) 4(12) ( 0)
& ARAE IR 63 ( 48 ) 52 ( 56 ) 11( 32 ) ( 0)
mEMES 59 ( 45 ) 51 ( 55 ) 6( 18 ) ( 0)
Z DD FER
R - HITIEE 108 ( 82 ) 86 ( 92 ) 19( 56 ) 1 (100 )
BEES 46 ( 35 ) 37( 40) 7(21) 1 (100 )
BT ES 63 ( 48 ) 51 ( 55 ) 9( 26 ) 1(100 )
Ebt-BREREE 33( 25) 22( 24) 8( 24 ) 1 (100 )
TADAFEE 7( 5) 5( 5) 2( 6 ) ( 0)
ADL
I EEN 90 ( 69 ) 63( 68 ) 24 ( 71) 1(100 )
H1T 93( 71) 69 ( 74 ) 21 ( 62 ) 1 (100 )
BETHE 70 ( 53 ) 62 ( 67 ) 7( 21) ( 0)
AIMER2ERA 1C 1) 1C 1) ( 0) ( 0)
KEYIE 2( 2) 2( 2) ( 0) ( 0)
£t 131 (100 ) 93 ( 100 ) 34 (100 ) 1(100 )

F1)TIVAVEABRGFOREETOTCLVELMIZED.
2) AV EREGFDEEFZDLLD, CIDOREENHAHEET.
FIMANIE%
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*6. REMRDHREE

MF M 335
£EE cJD ¥ CJD ? GSS
i PSD (BHY) 2381 ( 70 ) 2112( 81 ) 186 ( 34 ) 14 ( 10 )
IR EREEFOBRBIE(@Y)  2455( 72 ) 1963 ( 75 ) 353 ( 64 ) 52 (39 )
MRI: 5E5 2970 ( 87 ) 2348 ( 90 ) 512 ( 93 ) 43 ( 32 )
it 3416 (100 ) 2620 ( 100 ) 549 (100 ) 135 ( 100 )

F1)TIVAVEABRGFOREETOCLDVELNMIZED.
2) AV EHEGTFOEEEXZDHLD, CIDOREENHLHIEST.
BRI %

xR7. TVAVERBEGFEEDRH

JUVF &R EE 3k E3E

BIEFEE JUAVEEE CJD GSS FFI
102(Pro/Leu) 117(C 17 ) o(C 0) 117( 90 )

105(Pro/Leu) 14 2) 1( 0) 13( 10 )

178(Asp/Asn) 6(C 1) 2( 0) 4 ( 100 )
180(Val/lle) 340 ( 51 ) 340( 63 )

196(Glu/Lys) 1( 0) 1( 0)

200(Glu/Lys) 92 ( 14 ) 92 ( 17 )

203(Val/lle) 3( 0) 3( 1)

208(Arg/His) 1( 0) 1( 0)

210(Val/lle) 1( 0) 1( 0)

232(Met/Arg) 83( 12 ) 83( 15)

180+232 4(C 1) 4( 1)

insersion 9( 1) 9( 2)

~HA 0

=X 671 ( 100 ) 537 ( 100 ) 130 ( 100 ) 4 (100 )

FEIAIE% (EEEADBZRTEEILX100%I2725GNE4H5)
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%£8. JYA L EHE L Fcodon 129, codon 219D

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys 5t
Met/Met 2155 (92 22 ( 100 ) 3(100 ) 2180( 92 )
Met/Val 177 ( 8 177( 7))
£E#F  Val/Val 100 0 100 0)
a5t 2342 (100 22 ( 100) 3( 100) 2367 ( 100)
A&t 2342 (99 22( 1) 3( 0) 2367 ( 100)
Met/Met 3533 (92 133 ( 98 ) 8( 100 ) 3674( 92 )
Met/Val 286 (7 3( 2) 289 ( 7 )
2AEE" Val/Val 13( 0 13( 0)
a5t 3832 ( 100 136 ( 100 ) 8( 100) 3976 ( 100 )
=X 3832 (96 136 ( 3) 8( 0 ) 3976 ( 100)

1) —RASVATEHEFRRETEEIAT(REA

&9 ETCEDHEFEALIELFE TDHAM

STIVFUREBESN-LDEED)

B S HE
MEEE BEDHb RiEM

HEMNSFETETOERB(A) SHEE cJD" CJD cJD? GSS
0-11 1294 ( 44 ) 1109( 48 ) 35( 39 ) 142( 33) 3( 3)
12-23 864 ( 29 ) 684( 29 ) 30( 33) 136( 32) 9( 10 )
24-35 413( 14 ) 333( 14 ) 12( 13 ) 59( 14 ) 8( 9)
36-47 155( 5) 97( 4) 6( 7) 36( 8) 15( 16 )
48-59 86( 3 ) 56( 2) 2( 2) 17( 4) 9( 10 )
60-71 45( 2) 21( 1) 0( 0) 14(C 3) 8( 9)
72-83 23( 1) 7C 0) 1 1) 5( 1) 9( 10 )
84-95 22( 1) 7C 0) 1 1) 5( 1) 9( 10 )
96-107 15(C 1) 3( 0) 1 1) 3C 1) 8( 9)
108-119 8( 0) 4( 0) 0( 0) 1( 0) 3( 3)
120~ 200 1) 5( 0) 2( 2) 5( 1) 8( 9)
~HH 10( 0) 7C 0) 1( 0) 2( 2)
=111 2955 ( 100 ) 2333( 100 ) 90( 100 ) 424( 100 ) 91 ( 100 )
EH(A) 20.0 17.0 23.3 25.2 70.2
ZERE(A) 22.2 16.1 28.4 26.2 49.4
=A(A) 294 202 206 250 294
=/NMA) 1 1 1 2 10

FNITVF U EBEEFORRETOTVVELIZET.
2)TIVAVERBRFOERERDELD, CIDOREENHLHIEE

EIANE% (MERADERTE
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ESL) [FIFHEE S EEL VB Bt
sCJD 278 ( 11 ) 1963 ( 75 ) 379 ( 14 ) 2620 ( 100 )
dCJD 41( 45 ) 35(38) 15( 16 ) 91( 100)
fCJD 70( 13 ) 470 ( 86 ) 9( 2 ) 549( 100 )
GSS 12( 9) 120 ( 89 ) 3( 2) 135( 100 )
FFI 3 1 4
KHEEDELBINLTND

FIMRIE% (RIERADBERTEEX100%IZHLENELH D)

sCJD: MFH O/ YT )L- VAT IR

dCJD: FEBIEEEXE TS0/ YI)Lh-YaTfF
fCJD: REEHE O/ Y I )LD fR

GSS: A ILARTY - RARALRT— vV H—IR
FFI: B3 4 R ik 1 AR AE

sCJD, dCJD

FEER:  HBHOLRERR, £EYI R4 JavhEORELRAETTRICEETY
TUOERAERYE.

(FIFHEEG REFRRANLUVER T, ETHEREZRL, K TPSDEENHS. B, 3474
A—XX, #AR SHANKIES, MYER BERS. EF-EEKREDS
HE2IEE LU LETRY. HAHLNE, 5L ASHIT, #K14-3-3E8BHTE
BERIBBA2ERE.

SELME: [XITREEGIEBICEERRIEIRZETRT A, PSDERL.

fCDJ, GSS, FFI
BEG  HBENEREMR, FE0IR20T0vNECRELBETTRICEETY
FUoEBRZREL, JUAUEBREGFERERTS.
[FXHERG] REFRRIFGVD, TV EREGEFEREZRD. BRFATRAFELAL.
S REFEAGS TUAVERBEGFEELEHIATOENA, EEET A
VRETRET DBRRFTREREELNHS.
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11, SRR BIRE

SRTEH  HEREmER  BEREHEE (%)

MFMHECJID 2333 279 12
ZEACJID 1 1 100
EEREREEZAR I 5CJID 90 39 43
KiEECJID 424 71 17
GSS 91 13 14
FFI 4 3 7%
PFEREDCID 12 1 3
&5t 2955 407 14

BROEETHBAL TOSARRLELY — RISV REER TRV TV
MBS, RIS K- THERBI Lo 1= BIA B BHT=8, RTDFERET—FLALN,

F12. EEBEEREZET 7040Vl
M YIJOREBEEDBENL LG f-RE

R (RE) A (%)

i fE 1 69 ( 45 )
Aixi H Ifn 25( 16 )
R ENARSE 10( 6 )
fidd M f& 7( 5)
s 8( 5)
Eix 7( 5)
PEEEE 19( 12 )
=X #iEE 7( 5)
0" 2( 1)
it 154 ( 100 )
1) Bt ESwBLE 1. SMEERTANA
MDfocusPi & F 171451

EIN L% (MIEEADEFRTEEIE
100%[2% 54N EDH D)
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S
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2019 (Frk31) 3 A1 8H

TVFA RO —RASURAER
[2019 (FEmk3l) E2AKMEY— AT VRAEELR]

JE A G @R S0 9E B B A S MR R R T IR WF 9T F 2
[TV A IO —_A T AL EGTHICE T 2/ AR

(5 ]

R ERBIBEM I F EFFORICEAME[MAZLRMT L2 L2225 TWVD A, 1999
(CERk1L) FE LD, KA@H%(IﬂE@FA FERBEORE) BELALTY A 0H
HEOZHEOHRKMEMANZIEAETEE FFREM e TEBEMET AL ARG

LA BE (BLF, THFZEEE) W9, 2010 (CEpk22) £E XY [0 4 /o H—
NA T RALEPETHICEAT2MAENRI] ~BIT) CEM S, TV A RO
AEnsztehol-, MMEMTITZ o4 Y 72 s YadHEIy—_4(4 T  AEBE%
REL, TOHFTL2EZIOT 2y 72T THRENE, BB ZREOEMELY — X1 7
VAZEBELTEHEBEL, SSLICEBMEMEO Y FoFEHAYEME (MBRHELEME) o
W& C, R OBEITRT 5EREITHE T 2 EMRE R IE) IR D < R ERE B A
FEHEE (DARTIX R ER BRI IEF ) OBICHAM S 5 IR ﬁﬁ@kﬁf%##%%h
FHREFIZOWVWT, FAIE L TEMHFAEZIT> TV DH, £, 2006 (CFRK18) HEEND

MY IE O T 85 K OVEGE OB F TR T 2 EREIC %#é%@w(@%ﬁ%)ﬁ%dmfﬁ
JHONER2EMICONTS, REOL ETHENRLET IR, £, RE%E
TOI9BIY—RA TV RAFER T VA VY EME (HRHEYHEME) NEMLIE
FHZOWTHRERFRICHEL TWDH, SHIZ, P—_"A T 20— L L TREDERKEI
L7V A UVRBNELDNDLDEFICONT, BF(B2WVWEREE) OREO L LIV A EH
B THRBEOKENRILEKRFIC, MEMBE~Y — VT —RBOEREIEIRRKFIIHEE LN DD,

%ﬁ%%ﬁ’%mbfwé B, UEoREBEZTNWTHALEE (HD5WIEEE) OF
E#%%nt TOHFEmRL TWDH,

#—A47/2§Eim%% Bl SN 2ROy —_XA T 2FES (LR, [ &
B&) tw)) THMAAEKREZREL, ZESTHIOWMEL L LICHAx 0BEFIZON
T, 2WromEE, KR (MG - Bt @EEH L] 2 E0FMEIT> TWD,
EHIEUEOE YR THEER CEEINEZAFICONT, HEEHEZRVCEMMICZZ
EREHBEAICHAEZEZEM L, TO%OKRMEEHL TS,

7. 2017 (FEA%29) 44 H XV Japanese Consortium of Prion Diseae (JACOP) (2 X
D7V AR OBRBEHAE S #EEL CHALZED T D (http://jacop. umin. jp/jacop. ht
ml),

APETIE, TRNETHERINTEET =X M, 2019 (CFk31) 2 4 7H., 8H
» 2 BRI ﬁofﬁﬁént%%m47/zéé TR SR Z2N 2 280K %2 @)
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T2,

O R

1. 1999 (Fpk1l) F4A1H 252019 (Frk3l) F1 H £ IO ELR CILiKRE
EANELRY —_ AT 252D TP THB L TE269500F (EEHZET) OF#
EHETWDS, 20952019 (CFERk31) £ 2 A 8 HEIEE TICAFSB03AN T A dge L
TH—RA T U AFEETRODLN, Bk,

2. RIIWZEBBEBREFOMNE - BFFEOSMAE T, BIHFIT, BEA2E TIE2013 (FEk2
5) EN2TTHI T b % <, W T2014 (FRk26) 44 (272641), 2012 (FAk14) 4 (253
). 2011 ("Epk23) 4 (25141) 7> TWwWd, £1ICART X IICIEHE (2016 [ FRk28]
FELR) TWnWEZICAD#ERHICEKDZ 727 e Y 72 b s Y THEOETEEOTEEEN
HLHT-O, ARBEBREENEZ D AEMEEISD, R2ICEMINERNBERE REBRE
T, 60U ETIEWTH OEREEHIZIB VT H2000FE AT & ik L TH LD BEK,
BEBROEAPALNTZ, B3ICAOLEYOBEHEZME - FlBlicrt, BkE HT0m%
RTCAODEEYOBELED RS Z o702, 395 LA T &80k LA E % R\ T3 T o4 i bk
TEDANA DY DBEFHENBIZHEARTEZWHAABEI N, B 2 08 EITRELE
A AR (2016 [Fp27] FESBFREARD) THRLEZLOTHY , FHOBREBFE L ITE LR
Zax

3. RAIZHFKEOE DA EZIWEBINIZ R T, BREIEH 350360 5 LINFEME T v Y 7 =
b a7 (LLF, [sCID) &9 ,) »2686%1 (77%)., EHMEI/ e Y 7 =L b -
YaT7HITIPOERM 7 a4y 7 /b b Y7 (vCID) % BRY T3~ C il il i JiE
AL (LT, 1dCJD) v o) 916 (3%) Thd, BTV F RO S LB
oAy 7/ b XaTE (LLF, [gCID) &Wo,) 256661 (16%. Z D H H563411F 7
VAV EABREFOERENBERINTWD, 136Z7 a4 Y 7 )bk« ¥ 37 JHOFEBER
EHETLHEM T, YIVFCEHEBTFOERN W), BETFRRETHD), F VAR
Y AMBRARAT — T A I —JF (LLTF, T6SS) &vwoH,) 213961 (4%) . M
FEMEARRE (LLF, TFFL] W oH ) BNaplThH o7z, F7ZCIDIFEEL TWWDH DD
VA VERBBIRREPTOHEEBHBEOMR T2 E CHEREOENAFIBIGFET 5,
PRI TRDILTORROBENR L, BWKEOLHFERIL69. 25 Th o 7o, T REE
i O )T dCID K DNGSS23505E % T, IR WEHM A R ST,

T A IR OFRERNICFEEIER - TROHBBELERS AT, b, HAZOKRAN
0ITHEE N EHF INT-72D, AREFIFTLVWAEECEH INZEFOLZEF LTV D,
KO EMOMR I T ROMBHEZ RS (X6 bHHKXOLDOEFHTH D),

4. VA UVEABRBFMRBIEF210 TEBEINTEY . 2095 B 1961 % B < 24914 TH
RPHBH LT, 249110 5> b7V A EHEBEIR FOERZROZDIFT6TTH T, Z D
IBLETIFINEEE TV A U HRELTEEINTWND, BETEROFEMITIE 7TITRT,
F 7~ . codon 129¢& codon 21905 fix %R E . MEHEI o Y72« ¥ 2T ¥R
() EaMEFEMNCRSIIRT, ok, BCAECLEAANOT VAU EHEIRT DMK
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RITITON TRV, ZETEREPRDODOLN TV DIEOICBEI BN ODWEESRELH Y,
CIORRERATILTLE —H LTV, £, sCIDESATWHIEROFITITTY
FUERHBLBRIREDMTbOA T ARNE L WD,

Bl FEARICETLIERIGEOATLSGES, BERKOCZORBEIIRH L TAFEEZ 6T
TEEBBICEMEITDRN X, BEEITAEEN T HAEEIT OB RV &P
HTEBXx, LA, EBMWICZOBRTFTEREROFSDERIZOWTHHAEZIT) 2L LT
W5, HHIZOWTIE, EAMICIETERENTIS 22 RAELTWDLEIN, HEIZIHELT T
="M T RAFEBRSLWH AL TS, FLEHEHICITERICEHL CEFEORERNWI Y &
VY Z7OHEMEFLSMLTEBY, BEEROLNLIZI AR — 2T 6KHE2EX TS,

5. BHfEZ SO TREIZ3094 N T BER I N TS (2019 [FERk31] 4 3 HEBLE),
TVAUIEOREIICEB MO TETOHMONAm 2 E IR T, sCIDITEMF DFEY
214 (17.0H) 7228, dCJD & gCID TR EWHBmNBLZ Sz, GSSIHEEHMITL
LR E T HEOEENE N T,

6 . TE1O0WKCRTEEY THD, FIBRBIZIEEKETIZIS. 6% TH D0, dCJDLgCIDT

w$$#%%mw@m#ﬁ§éMto&ﬁ HIRENTWEN, RO ENHEHL
fw@m%VﬁLf IBEMNELZF T TEY, S%LHOBEEN ENDLZ ERHFS L
Do Flo, YW= RAT UV AFZEBSTHZHHBEOTEDICEFHMITEELZ ZTEBL ., K
Ehlcx+ o2 R —FbELTWD,

7.:hi?ﬁ$#—N4?VXT%%%MK@%%%@%%?%UMWUNﬁw)ﬁ%
AICFETEIICAHINL THSE, SHOEESTCIEFZICEEISNTZREMIZR o7,
AENIEEBIE A2 G T 5CIDERFOH - BT T, bBETHEHL TV
HMEEBME A T 5CIDEFE ORBICE AL 2V, FEMIZD W TIE NIRRT LLAT O #H
HEEZBZRL TV EE 0,

8. ZNETOMRIZ, AR LEDO T, BTA X —FXy FTABRLTWD (http://ww
w. jichi. ac. jp/dph/inprogress/prion/).

Uk
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®1. BEOU-REREDLT

REHK R (SE. OB
2 T & B T it
RIRE -1995 7C 0) 16( 1) 23( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 0) 24( 1) 31( 1)
1998 23( 2) 34( 2) 57( 2)
1999 32( 2) 54( 3) 86( 2) 51 64 115
2000 48( 3) 5 ( 3 ) 104( 3) 44 69 113
2001 54( 4) 61( 3) 15( 3) 62 61 123
2002 47( 3) 50( 3) 97 ( 3) 54 80 134
2003 47( 3) 69( 3) 116 ( 3 ) 70 72 142
2004 58 ( 4) M( 4) 129( 4) 68 97 165
2005 73( 5) 86( 4) 159 ( 5 ) 72 83 155
2006 58 ( 4) 109( 5) 167( 5) 70 103 173
2007 77( 5) 89( 4) 166 ( 5 ) 70 97 167
2008 73( 5) 9( 5) 172 ( 5 ) 96 107 203
2009 94 ( 6) 19( 6 ) 213( 6 ) 79 87 166
2010 97( 6 ) 133( 7)) 230 ( 7)) 93 125 218
2011 109 7)) 142( 1) 251 ( 7)) 107 112 219
2012 108( 7)) 145( 7)) 253 ( 7)) 99 142 241
2013 126 (8 ) 151 ( 8) 277( 8) 116 136 252
2014 119( 8) 153 ( 8 ) 272( 8 ) 115 130 245
2015 108( 7)) 1831( 7)) 239 ( 7)) 120 143 263
2016 81( 5) 95( 5) 176 ( 5 ) 115 144 259
2017 50( 3) 60 ( 3) 110( 3) 127 165 292
2018 13(C 1) 33( 2) 46( 1)
& 2 4 6
it 1514 ( 100, 43) 1989 ( 100, 57) 3503 ( 100, 100) 1628 2017 3645

1) ICD 10th: A81.0+A81.8
E)EIIAE% (HE R ADBRTEEE100%I285LNIELHD)
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*2 BEQOFMARBEDSH

F8 (%)
-39 40-49 50-59 60-69
= A0 AR

BEH BEH  (FA)  BEXY BEHK (FA) BEE  EEW (FA) BEE
RHIFE 1999 2 4 17,158 0.2 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 04 23 19,089 1.2 26 14,803 1.8
2001 3 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 1.3 28 15,406 1.8
2003 5 6 15,566 04 18 19,052 09 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 04 26 18,968 14 49 15,950 3.1
2006 2 1 15,419 0.1 25 19,085 1.3 66 15,677 42
2007 2 5 15,685 0.3 20 18,324 1.1 37 16,216 2.3
2008 3 7 15,908 04 14 17,495 038 51 16,901 3.0
2009 3 7 16,127 04 29 16,712 1.7 60 17,698 34
2010 4 6 16,617 04 27 16,264 1.7 68 18,285 3.7
2011 0 4 16,992 0.2 34 15,793 2.2 65 18,392 3.5
2012 0 6 17,400 0.3 26 15,469 1.7 72 18,349 3.9
2013 0 5 17,794 0.3 22 15,295 14 77 18,262 42
2014 2 7 17,943 04 28 15,268 18 74 18,027 4.1
2015 1 3 18,306 0.2 19 15,429 1.2 65 18,200 3.6
2016 2 8 18,678 04 6 15,244 04 36 18,318 20
2017 0 2 18,579 0.1 14 15,533 0.9 26 17,605 1.5

2018 0 0 6 16
§-|-3> 43 93 280,438 0.3 417 298,075 1.3 969 283,376 3.1

8 (%)
70-79 80- 2EH

IN=| IN=| B A0 B
BEER  (FA) BEE  BEH (FA) BEE  BEH (FA) BEE
FIR/E 1999 22 9,629 2.3 5 4,559 1.1 86 125,432 0.7
2000 31 10,030 3.1 13 4,840 2.7 104 125,613 0.8
2001 41 10,454 3.9 7 5,085 14 115 125,908 0.9
2002 32 10,847 3.0 7 5,353 1.3 97 126,008 0.8
2003 42 11,219 3.7 7 5,631 1.2 116 126,139 0.9
2004 48 11,526 42 18 5,949 30 129 126,176 1.0
2005 63 11,896 53 1 6,335 1.7 159 126,205 1.3
2006 55 12,179 45 18 6,728 2.7 167 126,154 1.3
2007 70 12,438 5.6 32 7112 45 166 126,085 1.3
2008 68 12,612 54 29 7,486 3.9 172 125,947 1.4
2009 80 12,670 6.3 34 7,869 43 213 125,820 1.7
2010 83 12,960 6.4 41 8,177 5.0 230 126,382 1.8
2011 101 13,273 7.6 46 8,540 54 251 126,180 20
2012 97 13,595 71 52 8,914 58 253 125,957 20
2013 117 13,840 85 56 9,275 6.0 277 125,704 2.2
2014 108 14,137 7.6 53 9,622 55 272 125,431 2.2
2015 97 14,081 6.9 54 9,943 54 239 129,319 1.8
2016 73 13,873 53 51 10,356 49 176 125,020 1.4
2017 33 14,423 2.3 35 10,716 3.3 110 124,648 0.9

2018 16 8 46
§-|-3> 1277 207,386 5.6 577 121,418 41 3378 1889709 14

1) AOFEHEHTHBLLTHEALTLSAD

2) AB10075 Axt £

3) AOBLUREZEL1999~2016%F (201 7TE LR IERBENZ RSN ET-8)

REENHSN B OAERE LT,

RERFHRTAOEN2E Q010FERES. 2011 FEREH) NEFHICETETENTND
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3. 'I‘E-Eﬁ%%u)u:lw:tg%%%i

T AA10/8 Axt
AO108 A%t AO10B AR SEHOMEL
BEH A0 BEHAN) EEH A0 BEHAN) (B %)
FH (%) (AN) (FA) (a) (AN) (FA) (b) (a/b)
-39 26 21,206 0.123 26 24470 0.106 1.15
40-49 44 9,269 0.475 65 9,126 0.712 0.67
50-59 190 7,698 2.468 259 7,748 3.343 0.74
60-69 472 83811 5.357 538 9,288 5.792 0.92
70-79 561 6,370 8.807 737 7,603 9.694 0.91
80— 218 3456 6.308 361 6,393 5.647 1.12
E)AOIZ20155 OEAFAERR
RIEROERTFENSABY . BERAEDTHS.
x4 BEOM - REREH D HURER]
BIEMTVA U
TEiEFsE nEE
Mt TER  EBEOHd BintE RED
2HEE cJD " cJD CcJD cJD ? GSS FFI %0 ® cup ¥
%
-2} 1514 ( 43 ) 1169 ( 44 ) 1 39 ( 43 ) 228 ( 40 ) 67 ( 48 ) 3 7
= 1989 ( 57 ) 1517 ( 56 ) 52 ( 57 ) 338 ( 60 ) 72(52) 1 1 8
F5H (%)
10-19 4 2( 2) 2( 0)
20-29 10( 0) 1C0) 5( 5) 1( 0) 3( 2)
30-39 38( 1) 14( 1) 9(10) 3(C 1) 12( 9)
40-49 109( 3) 62( 2) 1 7( 8) 16( 3) 19(14) 1 1 2
50-59 449 (13 ) 318(12) 20( 22 ) 48( 8) 59 ( 42 ) 2 2
60-69  1010( 29 ) 823 ( 31 ) 26 ( 29 ) 118 ( 21 ) 38(27) 1 4
70-79 1298 (37 ) 1053 ( 39 ) 20( 22 ) 213 ( 38 ) 7( 5) 5
80-89 545( 16 ) 393 ( 15) 2( 2) 148 ( 26 ) 2
90-99 32 16( 1) 16( 3)
PN 8 6 1 1
it 3503 (100 ) 2686 ( 100 ) 1 91 ( 100) 566 ( 100) 139 (100) 4 1 15
3503 (100) 2686 ( 77 ) 1 91( 3) 566 ( 16 ) 139 ( 4) 4 1 15
T (5%) 69.2 69.7 57.7 72.6 54.6 54.5
T EE () 110 98 16.2 115 105 6.4
BEE () 95 95 81 93 75 61
=ED (ER) 15 22 15 15 22 46

FEN TV EABEFORRET>TLVEWNMIZEED.
2) )ALV ERBIEFOEEZIHEND, CIDOREEAHIHEZET.
3)BIEMTIFUFEGEALZEH)

4)IEEBEEEZRES, BEEC RIRGL) ICKYBMFERAEL, TUF U BREGTFREDR, REBEREFLELNHS.

FEIMAIL% (ME R ADBEETAEX100%IZHLRNEEHB)
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#®5. TRERFOHRARE

M EinH
£EE cJD "V CJD ? GSS
#a
HITH (RERETE) 177( 73 ) 142 ( 79 ) 33 ( 60 ) 1( 13)
HEITHE RHRETR) 63( 26 ) 36( 20 ) 21 ( 38 ) 6( 75 )
EATHETEH AL 4( 2) 2( 1) 1( 2) 1(13)
WHOR % (Z K BJEIK
IAHO—XR 158 ( 65 ) 138 ( 77 ) 16 ( 29 ) 2( 25)
AT ER AN 238 ( 98 ) 17( 65 ) 54 ( 98 ) 5( 63 )
IMAE 4K 107 ( 44 ) 85( 47 ) 15( 27 ) 7( 88)
i N2 YE g 3 115 ( 47 ) 99 ( 55 ) 13( 24 ) 2( 25)
SRS BRI 87 36 ) 73( 41) 13( 24 )
BpEE 110 ( 45 ) 96 ( 53 ) 12( 22 ) 1(13)
REEE 20( 8) 15( 8) 1( 2) 4( 50 )
HEESE 86 ( 35 ) 76 (42 ) 10( 18 )
FEHAE K 125 ( 51 ) 105 ( 58 ) 18( 33 ) 2( 25)
mEMES 125 ( 51 ) 1M1 ( 62 ) 12( 22)
Z DD FEK
f - HITEE 198 ( 81 ) 156 (87 ) 32 ( 58 ) 8 (100 )
BEES 93 ( 38 ) 72 ( 40 ) 13( 24) 7( 88)
BT ES 104 ( 43 ) 87 ( 48 ) 14( 25) 1( 13)
BER - EGIEE 48 ( 20 ) 36( 20 ) 8( 15 ) 2( 25)
ThADAFE 19( 8) 17¢ 9) 2( 4)
ADL
EEIEEN 173(C 711 ) 130 ( 72 ) 37( 67 ) 4( 50 )
H1T 184 ( 75 ) 140 ( 78 ) 35( 64 ) 7( 88 )
BETHE 125 ( 51 ) 111 ( 62 ) 13( 24 )
ANIMER2ER 1( 0) 1C 1)
KEYIER 2( 1) 2( 1)
it 244 (100 ) 180 ( 100 ) 55 (1100 ) 8 (100 )

FENTIAVERABGFOREZTO>TVEMIZSD.
gﬁ%ﬂpgaﬁ{ﬁ%%;ﬁmmw' CIDDRERLHEHZET.
(%%
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*6. REMROHIREE

M Bt
£EE cJD ¥ CJD ? GSS
i PSD (BHY) 71 ( 60 ) 65( 73 ) 6( 26 ) 14 ( 200 )
b B EFOBRIKIE (HY) 39( 33) 26 ( 29 ) 11( 48 ) 2( 29)
MRI: 5E5 94( 79 ) 75( 84) 18( 78 ) 1( 14)
it 119 (100 ) 89 (100 ) 23 (100 ) 7 (100 )

FTVAUEREBEGFORRETOCWVENEIZED.
2) AV EHEGTFOEEEXZDHLD, CIDOREENHLHIEST.
FEIIA %

xR7. T)VAVERBEGFEEDS A

JUA &R 2E M EintE

BERFEE TVAURESE CcJD GSS FFI
102(Pro/Leu) 121 ( 18 ) 121 ( 90 )

105(Pro/Leu) 14 2) 1(C 0) 13( 10)

178(Asp/Asn) 6(C 1) 2( 0) 4 ( 100 )
180(Val/lle) 351 ( 51 ) 351 ( 63)

196(Glu/Lys) 1( 0) 1( 0)

200(Glu/Lys) 92 ( 13 ) 92( 17)

203(Val/lle) 3( 0) 3(C 1)

208(Arg/His) 1( 0) 1( 0)

210(Val/lle) 1( 0) 1( 0)

232(Met/Arg) 89( 13 ) 89( 16 )

180+232 4( 1) 4(C 1)

insersion 8( 1) 8( 1)

TR 0

=X 691 ( 100 ) 553 ( 100 ) 134 ( 100 ) 4 (100 )

FEIAIE% (EEEADBZRTEEILX100%I2725GNE4H5)
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£8. JA L EREIEFcodon 129, codon 219D F

codon 219

codon 129 Glu/Glu Glu/Lys Lys/Lys &t
Met/Met 2218 ( 92 ) 24 ( 100 ) 3(100 ) 2245( 92 )
Met/Val 181 ( 8) 181( 7))
2EBFE  Val/Val 100 0) 10( 0)
a5t 2409 ( 100 ) 24 ( 100) 3( 100) 2436 ( 100)
=X 2409 (99 ) 24 (1) 3( 0) 2436( 100)
. Met/Met 1629 ( 95 ) 8 ( 100 ) 1(100 ) 1638 ( 95 )
y}?ﬁﬁng Met/Val 68( 4) 68( 4)
195 (5§ Val/Val 100 1) 100 1)
12) a5t 1707 ( 100) 8( 100) 1( 100) 1716 ( 100)
=X 1707 (99 ) 8( 0) 1( 0) 1716 ( 100)
Met/Met 3605 ( 92 ) 135( 98 ) 8( 100 ) 3748( 92 )
Met/Val 290( 7)) 3( 2) 293( 7))
2AIEE" Val/Val 13( 0) 13( 0)
=X 3908 ( 100) 138 ( 100) 8( 100) 4054 ( 100 )
Bt 3908 (96 ) 138( 3) 8( 0) 4054 ( 100)

1) Y —RASURTRETRRE A LET R T(RAR TV REBEANELOEET)
RO RTCEDEBNOOIELTETOLM

=5 HE
ME M EDHsb BEint

RENSTHEETOLM(A) cHEE cJD” CcJD cJp? GSS
0-11 1345 ( 43 ) 1149( 47 ) 35( 39 ) 153( 34) 3( 3)
12-23 897( 29 ) 710( 29 ) 30( 33 ) 143( 32) 9( 10)
24-35 444 ( 14 ) 359( 15 ) 12( 13 ) 64( 14) 8( 9)
36-47 167( 5) 107( 4) 6( 7) 38( 8) 15( 16)
48-59 0( 3) 60( 2) 2( 2) 17(C 4) 9( 10)
60-71 47( 2 ) 22( 1) 0( 0) 15( 3) 8( 9)
72-83 24( 1) 7C( 0) 1C 1) 6( 1) 9( 10)
84-95 22( 1) 7C( 0) 1C 1) 5( 1) 9( 10)
96-107 15( 0) 3(C 0) 1C 1) 3C 1) 8( 9)
108-119 9( 0) 4( 0) 0( 0) 1C 0) 4( 4)
120- 21( 1) 5( 0) 2( 2) 6( 1) 8( 9)
Nz 13( 0) 9( 0) 1( 0) 2( 2)
=i 3094 ( 100 ) 2442 ( 100 ) 90 ( 100 ) 452( 100 ) 92 ( 100 )
Ey(R) 20.2 17.2 23.3 25.2 70.7
ZERE(A) 22.2 16.1 28.4 26.6 49.1

=X(A) 294 202 206 250 294

=N (A) 1 1 1 2 10

F1) TV EREGEFORRET>TOEWNIZSD.
2)TIALVERBEFNEEZIDHELD, CIDOREENHLIHEST.
FIIAE% (R EADBERTEEIX100%IZH5HENEELH D)
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ESL]) [F X HEE 5 LVl &t
sCJD 290 ( 11 ) 2003( 75 ) 393 ( 15 ) 2686 ( 100 )
dCJD 41( 45 ) 35(38) 15( 16 ) 91( 100)
gCJD 72( 13 ) 485 ( 86 ) 9( 2 ) 566( 100 )
GSS 12( 9) 124 ( 89 ) 3( 2) 139( 100 )
FFI 3 1 4
KHEEDELBINLTND

FIMRIE% (RIERADBERTEEX100%IZHLENELH D)

sCJD: MFH O/ YT )L- VAT IR

dCJD: FEBIEEEXE TS0/ YI)Lh-YaTfF
gCJD: EBiEH O/ YITILh- YT R

GSS: A ILARTY - RARALRT— vV H—IR
FFI: B3 4 R ik 1 AR AE

sCJD, dCJD

FEER:  HBHOLRERR, £EYI R4 JavhEORELRAETTRICEETY
TUOERAERYE.

(FIFHEEG REFRRANLUVER T, ETHEREZRL, K TPSDEENHS. B, 3474
A—XX, #AR SHANKIES, MYER BERS. EF-EEKREDS
HE2IEE LU LETRY. HAHLNE, 5L ASHIT, #K14-3-3E8BHTE
BERIBBA2ERE.

SELME: [XITREEGIEBICEERRIEIRZETRT A, PSDERL.

gCDhJ, GSS, FFI
BEG  HBENEREMR, FE0IR20T0vNECRELBETTRICEETY
FUoEBRZREL, JUAUEBREGFERERTS.
[FXHERG] REFRRIFGVD, TV EREGEFEREZRD. BRFATRAFELAL.
S REFEAGS TUAVERBEGFEELEHIATOENA, EEET A
VRETRET DBRRFTREREELNHS.
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