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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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T2,

O R

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/).

Uk

21



®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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®13 BEBEEEZETHI04YITIVE-VIATHREEQBIEFLBIEN LR FEE TOHAM

BiEh LR FmETOHM (F)

BAEE 1-10

11

13

14

16

19 20 21

22 23 24 25 26 27

28 29 30 7 At

1975
76

(2

58

N = =N

WWN A==

NN = O

13

NN =

1
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51, BEBREEET 5U0/YTTILh- VT REE1SIADRBEDNT

(N)

H1. BEBHEEEZET S04Vl YaImEBEE 153 ADHRFED
S

16
14
12
10

8

o N B

SEERRRRERRRRRRE

B

2. BEBEREEZETHI04YIILh-VYITHREE1SSADBIENSERETOLHBMOL A

(N)

E2 BEBEEZETS/00YIIb-YITH153AOBENSRFETOHMD

18
16
14
12
10

o N B O

Fxi

1 3 5 7 9 11 13 15 17 19 21 23 25 27 29

v
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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.
(%%

38



*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)
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FFI: B3 4 R ik 1 AR AE

sCJD, dCJD

FEER:  HBHOLRERR, £EYI R4 JavhEORELRAETTRICEETY
TUOERAERYE.
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SATURDAY POSTERS #201-#218

Saturday, June 9, 2018
Time: Poster #: Gulfstream-Hialeah & Keeneland
8:00 am — 201 Neuropathological Findings in a Case of Aicardi-Goutiéres Syndrome with IFIH-1 Mutation
5:00 pm Ahmed Gilani, Kelley Capocelli, Eric Wartchow, Bette Kleinschmidt-DeMasters
202 Dual Pathology in Rasmussen Encephalitis
Ahmed Gilani, Eric Prince, Bette Kleinschmidt-DeMasters
203 A case report of presumed adult-onset Rasmussen's encephalitis.
Nathan Clement, Matthew Frosch
204 Anti-GABA-A receptor antibody-associated encephalitis in an adult and pediatric case: radiologic,
biopsy, and CSF findings
Aivi Nguyen, Neena Cherayil, Ana Cristancho, Mariarita Santi, Eric Lancaster, MacLean Nasrallah
205 Behcet’s Disease of the Central Nervous System (CNS)
Susan de la Monte, Edward Stopa, Galam Khan, Justin Remer, Katarina Dakay
206 Fatal Granulomatous Amebic Encephalitis In a Heart Transplant Patient: A Correlation Between
Clinical, Radiographic, and Autopsy Findings.
William Harrison, Bruce Leckey, Christine Hulette
207 Non-tubercular mycobacterial spinal cord abscesses in an HIV+ male due to M. Haemophilum
Bette Kleinschmidt-DeMasters, Kellie Hawkins, Carlos Franco-Paredes
208 Congenital rubella syndrome (CRS)--lest we forget
Bette Kleinschmidt-DeMasters
209 Pseudorabies Outbreak in Two Catahoula Cur Hunting Dogs in Louisiana
Tiffany Peterson, Fabio Del Piero
210 Brainbow labeling in human ex vivo brain slices for high-throughput morphological analysis
Shu-Hsien Sheu, Jonathan Ting, Pichet Adstamongkonkul, lan Boothby, Leonie Hoyo, Ed Lein, Jeff
Lichtman, David Clapham
211 Trigeminal Amyloidoma: A Report of Two Cases
Amy Swanson, Rachael Vaubel, Michael Link, Jamie Van Gompel, John Wald, Ellen McPhail, Caterina
N Giannini
) 212 Validation of THK 5351 PET ligand to detect astrogliosis in vivo
Shigeo Murayama, Renpei Sengoku, Kenji Ishii, Yuko Saito
213 A novel in-frame BRAF deletion in a case of central nervous system Rosai-Dorfman disease
Timothy Richardson, Megan Wachsmann, Dwight Oliver, Zahidur Abedin, Dennis Burns, Jack
Raisanen, Benjamin Greenberg, Kimmo Hatanpaa
214 Histopathology of the Cat Somatasensory Cortex After Chronic Electrical Stimulation
Nishant Tiwari, Ryan Long, Carol Miller, Douglas McCreery
215 Relapsing Multifocal Necrotizing Encephalopathy in a 60-year-old Patient
Diana Thomas, Kiruba Dharaneeswaran, Clayton Wiley, Julia Kofler
216 Detecting Astrocytopathy with mAb DE-R-11
Diana Thomas, Stephanie Bissel, Geoffrey Murdoch
217 Rare/Unsual Pathologies in Epilepsy Surgical Resections, and Their Implications for Genetic
Disease ldentification in Some Cases.
Meenakshi Bhattacharjee, Gretchen Von Allmen, Manish Shah, David Sandberg, Elliott Friedman,
Nitin Tandon
218 A novel FIJI workflow demonstrates dynamic changes in postnatal respiratory nuclei innervation

by Nkx2.2- and Olig3-derived neurons.
Jillian Liu, Julie Stephens, Catherine Czeisler, Jose Otero

Posters are not offered for CME credit
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Validation of THK 5351 PET ligand to detect astrogliosis in vivo
Shigeo Murayama’, Renpei Sengoku’, Kenji Ishii2 & Yuko Saito?

1. Department of Neurology and Neuropathology (the Brain Bank for Aging Research), 2. Pet Center, Tokyo Metropolitan Geriatric
Hospital & Institute of Gerontology, Tokyo, Japan
3. Department of Pathology and Laboratory Medicine, National Center of Neurology and Psychiatry Hopsial, Kodiara, Japan

Case 1: 3 87 year ol

ental decline

Abstract

THK 5351 PET ligand was originally developed to detect tau in
Alzheimer disease (AD) but now proved to bind MAOB receptor,
which is abundant in astroglias. We conducted correlative study
of THk5351 Image and postmortem neuropathology in case of
glioblastoma complicated by AD and a case of familial
Creutzfeldt Jakob disease (fCID) with V180l mutation. Each case
received THK 5351 PET scan to evaluate AD tau and astroglial
pathology. MRI of the first case presented right thalamic
enhanced mass, infiltrating to corpus callosum in addition to
mesial temporal atrophy. Diffusion weighted image (DWI) of the
second case showed high signal involving swollen cortical
ribbons. THK 5351 PET scan detected strong pasitive signal in ress
the enhanced mass as well as ipsilateral pyramidal tracts. The ey
scan of the second case detected high signal in subcortical white
matter adjacent to the cortex which presented high signal with
DWI. Neuropathological examination of the first case showed
typical glioblastoma without IHD mutation. The tumor involved
pyramidal tracts caudally to pons followed by secondary
degeneration to medullary pyramis. The second case showed
typical diffuse cortical spongiformic changes with severe
subcrotical astrogliosis. The western blot of the affected cortex
with 3F4 antibody showed typical band pattern of V1801 fCJD.
80% of autoradiographic binding of THK 5351 of the first case
was blocked by a MAOB inhibitor. Our study confirmed that THK
5351 PET scan could detect astroglioma and astrogliosis in vivo
and may be useful for dynamic neuropathology.

I%E.FDG PET
Ry & G
@ &

e cra ) Neuropathology

)

Control
B ML
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Asian Pacific Prion Symposium 2018

APPS2018

Sponsored by TIRI, RIKEN Symposium, Food Safety Commission of Japan

Oct 4t"-5th ' 2018

Tokyo Metropolitan
Industrial Technology
Research Institute

4
'Educational Lectures

* Yoshitaka Ishii Tokyo Institute of Technology, School ife S‘é ce TechnoE%_‘
* Keiji Tanaka: Tokyo Metropolitan Institute of Medical §iience: e
+ Keiichi Higuchi :Shinshu University

Contact: APPS2018 secretariat
f@ apps2018prion@gmail.com

https://www.apps2018prion.com
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Oct. ath Day1

Time Location Sessions
1F Hall (Center) Reception Desk Open
11:30
Mazzanime Poster Posting
12:50-13:00 5F Lecture Hall Opening Remarks
13:00-13:30 5F Lecture Hall Keynote Lecture : Motomasa Tanaka (RIKEN CBS)
13:30-14:35 5F Lecture Hall Session 1: Cell and Molecular Biology of Prion Research
13:30-13:50 Invited Speaker Presentaion: Jiyan Ma (Van Andel Institute)
13:50-14:05 Selected Presentation from Poster Presentaion
14:05-14:20 Selected Presentation from Poster Presentaion
14:20-14:35 Selected Presentation from Poster Presentaion
14:35-15:00
Mazzanime Poster Viewing, Exhibition, Coffee Break
15:00-16:05 5F Lecture Hall Session 2: Pathological Science of Prion Research

15:00-15:20

Invited Speaker Presentaion: Steven J Collins
(University of Melbourne)

15:20-15:35

Selected Presentation from Poster Presentaion

15:35-15:50

Selected Presentation from Poster Presentaion

15:50-16:05

Selected Presentation from Poster Presentaion

16:10-17:40

5F Lecture Hall

el
EN
i)

) &Hﬂ‘ﬂ?ﬁuﬂﬂ@lll@ AR e

ey VR o

Yoshitaka Ishii
(Tokyo Institute of Technology
Schoal of Life Science and Technology)

(Tokyo Metropolitan Institute of Medical Science)

16:10-16:40

ABREEATEAD Keiji Tanaka
Keiichi Higuchi

17:10-17:40

(Department of Biological Science for Intractable
Neurological Disease, Shinshu University)

17:40-18:25 Mazzanime Poster Viewing, Exhibition
(17:40-) (F Roomsa1) (APSPR Board Meeting)

i5:23 35 Hall (North) (or 10~min by Ytﬁ;(z?;tol::\ii\:*aai:f 20 min by walk)
19:00-21:00 Hilton Daiba Night Event@Hilton Daiba Presented by~Science Bar Incubator”

Special Lecture:Suzanne Solvyns
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Oct. 5th Day2

Time Location Sessions
9:30-10:20 Session 3: Animal Science of Prion Research
Invited Speaker Presentaion: Takateru Daikai
5F Lecture Hall :30-9:
Ri20-9E30 (Food Safty Commision of Japan)
9:50-10:05 Selected Presentation from Poster Presentaion
10:05-10:20 Selected Presentation from Poster Presentaion
10:20-11:00
Mazzanime Poster Viewing, Exhibition, Coffee Break with a small meals
A Co-ir50 Session 4: Sturucrul Science of Prion Research;Protein folding/misfolding
5 2 (non-prion)/;Amyloid
sF Lecture Hall 11:00-11:20 Invited Spea.ker P.resentaion: Masayuki Yamasaki
(Ryukaku University)
11:20-11:35 Selected Presentation from Poster Presentaion
11:35-11:50 Selected Presentation from Poster Presentaion
11:50-12:50 Session 5: Clinical Science of Prion Research
SF Lecture Hall 21:50-12:90 Invited SPeaker Pr.esentaion:Takehiro Nakagaki
(Nagasaki University)
12:10-12:25 Selected Presentation from Poster Presentaion
12:25-12:50 Selected Presentation from Poster Presentaion
12:50-13:10 5F Lecture Hall General Assambly of APSPR
13:10-13:15 5F Lecture Hall Award Ceremony
13:15-13:20 5F Lecture Hall Announcement of APPS2019
13:20-13:25 5F Lecture Hall Closing Remarks
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AOCN 2018

Home
Congress Informationv PhOtO Ga"ery
Scientific Informationv
Sponsorship & Exhibitionv
Registration Detailsv
International Delegatesv
Photo Gallery~

n2018.com [Z ContactUs [ZLOGIN [ZJOIN

Invited Speakers & Chairs

HOME> INVITED SPEAKERS & CH

No. Speaker/Chair Full name Country
Chair Tan Al Huey Malaysia
Speaker Mohammed A. Aimekhlafi Saudi Arabia
3 Speaker Craig Anderson Australia
4 Speaker ud Ashina Denmark
5 Speaker Iwata Atsush Japan
6 Speaker&Chair Hee-Joon Bae Republic of Korea
7 Speaker Jae-sung Bae Republic of Korea
8 Speaker Jong Seok Bae Republic of Korea
9 Speaker Oh Young Bang Republic of Korea
10 Chair Hamidon Basri Malaysia
Speaker Mohit Bhatt India
12 Speaker Andrew Bleasel Australia
Saeed Boholega Saudi Arabia
14 Speaker&Chair Natan Bornstein Israel
Speaker&Chair Bruce Campbell Australia
6 Speaker&Chair William Carroll Australia
7 Chair Jae-Kwan Cha Republic of Korea
8 Chair Dae-ll Chang Republic of Korea
19 Speaker Chi-Chao Chao Taiwan
20 Speaker Luke Chen Australia
2 Speaker Shih-Pin Chen Taiwan
Speaker Charles Siow Hua Chiang Singapore
23 Speaker&Chair Jinwhan Cho Republic of Korea
24 Chair Soojin Cho Republic of Korea
25 Speaker Yong Won Cho Republic of Korea
26 Speaker Yong-Jin Cho Republic of Korea
27 Chair Jay Chol Choi Republic of Korea
28 Speaker Jjeong-Yoon Choi Republic of Korea
29 Speaker jung-Ah Cho Republic of Korea
30 Speaker Kyomin Cho Republic of Korea
3 Speaker Seung-Hong Choi Republic of Korea
32 Chair Young-Chul Choi Republic of Korea
33 Speaker Seong Hye Choi Republic of Korea
34 Chair Min Kyung Chu Republic of Korea
35 Chair Chin-Sang Chung Republic of Korea
36 Kyung-Cheon Chung Republic of Korea
37 Speaker&Chair Sun ju Chung Republic of Korea
38 Speaker Patricia K. Coyle USA
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Chair
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HyungiLsize
J;e—Hong Lee
’ Jun Lee
Kwang H; Lée
Kwang Soo Lee
Kwar;g;Woo Leé
Meng Lee
sangabmLee
Sav;lg Kun Lee »
Seung-Han Lee
Seung-Hoon Lee
S.eui:lg:K(:;o Lee
Séon—fae Lee
Tae-KS(eong Lee
Tsong-Hai Lee
YichungLee
Yong Seok Lee
Shen Yaﬁg Li;'n
Shih-Hui Lim
T;:ht;yoson;\ I;imv 7
VWei»Che’Livn »
Regina Macélintaktanlas
Kedar Manandhar
Geraldine Siena Mariano
Marco Medina
Man Mohan Mehndiratta
Julia Shahnaz Merican
VBru;:e Millerr V
Toshiki Mizuno
Hidéhiro Mizusawa
Khin Moe Oo
\/Iinncent Mol;
Heui-Soo Moon
So Young Moon
k Duk L. Na
Venk.rat;a”rr;aVn N.;garajan
Ichiro Nakashima »
’ vavo Suk”N.»am
‘ Hil;oyuki Noﬁera
" AnsanNuman
‘ Jeeyoung Oh
Mariko Okubo
Pram’od Pal
Lekr;a Pandit
Jae Hyeon Parl;

Jong-Moo Park
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225 Speaker | Takao Takeshima Japan

226 Speaker Chong-Tin Tan Malaysia

227 Chair Louig Tan ! Singapore

228 Speaker S“uratrTanpr;awate‘ fh;ilar;; N

229 S‘peaker kKiyohitko TeVradav ‘ Jap‘an‘

230 Speaker&Chair Kazur’1’ori foyoda ”Jap’aan

231 Speaker&Chair i Anthony Traboulsee Ca ﬁada

232 SpbeakVer’ ‘ ‘ M;a;jari Tribathi ' w“lﬁ'di;v

233 Speaker : ‘ Sr;oji kTsu‘ji - ijiapan

234 Chair ’ Yoshikazu Ugav?a | ‘ J.;pan

235 Speaker | Yo’shihir’o ’Urad’e ’ Jay.;an

236 chair AmitabhVarma V india.

237 Spe;a’ker Shar%thl’ Viswanathan i V Mal‘aysia !

éSB Chair’ Soﬁ;hit Vor;chit o kliéos ”
| e ! {

239 Speaker Pettarusp Wadia India i

240 Speaker “ Jiawé; Wané Crb';inar »

241 Spéakérs;chair | Pei»t\'ling Wané ‘ ‘ Taiwan

242 Speake’r&chair Shlym-]iun Wang ;I"aiwan’

243 Speaker Ven»F’en’g Wang ’ Ta’i’wan

244 Séeaker ' V Vongxi;ng Wang ' ‘ C‘r';ib;wa »

‘245 - Sp?aker { ’ rv‘1boh.bamm‘a‘d Wasa; { P;kith‘an»

246 S’peakér&ch’air Hir;htsa V\)ata’ﬁab’e B J;ap’a’nﬂ |

247 Speaker ’ T’issaV Wije;atné ’ ”A;Js’traﬁa

218 Speakerschai i Lawrence Worg ;  Hongkong.

249 Speaker&cha}r : V C‘f;uiehJ‘-IL;ng Wu‘ { N ;ra}vo;an i

250 Chair | Shey-Lin WLJV o ’ Téiwan ‘

251 Speaker&chai’r k i ’ Vih-RQ wu T‘a”igan

22 SpeakersChalr Keivamada Japan

253 . Speaker ‘ Ma;a;\itbo;an;a;a‘ . J;éar} ‘

254 ’ Speaker ‘ Bern;rd Yan Aus£ra|ia

255 Speaker&Chair Dong Won Yang ‘ Republic of Korea

256 ‘Sy‘Jeaker‘&;.Chair V { ‘ 41;0‘\1/15\.«.: L;né . i Singapore

257 - Cha%n; o ”‘Byun‘g‘-Woo Yoén ‘ ”'Republic of Korea N

258 Chair Shengyuan Yu . ’ China '

259 Speak;ar Sunév;ook Yu ’ Republéc of Korea

260 ‘ S'peakeré;cﬁ‘air ‘C‘har;g-Hn‘ Yun' . Repuglic of Kore;

261 Speaker Alessandro Zagami Australia

16" Asian Oceanian Congress of Neurology
8-11 NOV 2018 | COEX, SEOUL KOREA

Contact

Address: 6F, Apgujeong B/D, 17, Cheonho-daero 85-gil, Dongdaemun-gu, Seoul, 02644, Korea
Phone: +82 2476 6717

Email: info@aocn2018.com

© Copyright 2018. All Rights Reserved.
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Poster Session

%9&”565%@53%6%'%’\’%5@:1@ to each abstract on Day 2(Nov 9) and Day 3(Nov 10), and you can
find your abstract by searching Presenter's name, Abstract's subject and Abstract Number for the
abstract

Poster Presentation 1 Poster Presentation 2
Day 2 - Nov 9 (Fri.) Day 3 - Nov 10 (Sat.)
Presenter's name v tsukamoto Q

Poster Presentation 1 (Day 2, 13:00-14:00, Nov 9)
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i Purpose
To clarify the epidemiology of prion diseases in Japan using the data of the Prion disease
. Surveillance Committee in Japan.

Methods
We had developed a nation-wide surveillance system by the Prion disease Surveillance
Committee in the Research Group on Surveillance and Control of Prion diseases, Ministry of
Health, Welfare and Labor since 1999 in Japan. Statistical analyses were performed using the
data of the Surveillance Committee.

Results
As of February, 2018, the cumulative number of Prion disease patients were 3,287 out of 6,458
investigated. They were composed of sporadic CID (sCJD) (77%), familial Prion (fCJD) disease
(20%), and acquired Prion disease (3%) including a case of variant CID.
+ Compared with the first half of the 2000s, after 2016, the increase in the number of patients
: was observed in all age groups over 60 years old.
| When examining by gender and age, in both gender, the number of onset cases was largest in
. their 70's.
! Excluding those under 39 and over 80, the number of cases per population was higher for
. female patients than for males.
Regarding the period from onset to death, the mean value of sCID is 16.9 months, the

i average value of dCJD (CID after dural transplantation) and fCJD is somewhat longer, and in
. GSS it is even longer.
The autopsy rate is 14%. Ninety-one cases of dCJD have been reported so far. Including cases
before surveillance studies, the total number of cases of d CJD is 154 cases.

The average period from dura mater transplant to disease onset was 164 months (SD: 81
months).
Recently, a natural history project was started, and more than 400 cases were registered.

Abstract

Conclusions

In order to raise the accuracy of diagnosis of prion diseases in Japan, it is necessary to increase

i the autopsy rate and follow up surveys of individual cases, and it is thought that natural history
research would provide some solution to this issue.

. The prion diseases in Japan have been characterized by some features including apparently

, increasing incidence. The natural history project would be very helpful for clinical trials in near

+ future.
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Update: Dura Mater Graft-Associated Creutzfeldt-Jakob Disease —
Japan, 1975-2017

Ryusuke Ae, MD, PhD1; Tsuyoshi Hamaguchi, MD, PhD?; Yosikazu Nakamura, MD!; Masahito Yamada, MD, PhD?; Tadashi Tsukamoto, MD, PhD3;
Hidehiro Mizusawa, MD, PhD3; Ermias D. Belay, MD#*; Lawrence B. Schonberger, MD4

Creutzfeldt-Jakob disease (C]D) is a fatal neurodegenerative
disorder that, according to the most well-accepted hypothesis
(1), is caused by replicating, transmissible, abnormal forms of
a host-encoded prion protein (prions). Most CJD cases occur
spontaneously (sporadic CJD) or are inherited (genetic CJD).
latrogenic CJD can occur after exposure to prion-contaminated
instruments or products in medical/surgical settings. Cadaveric
dura mater graft—associated CJD (dCJD) accounts for a
common form of jatrogenic CJD. This report summarizes
the epidemiologic features of 154 cases of dCJD identified
in Japan during 1975-2017; these cases account for >60%
of dCJD cases reported worldwide (7,2). The unusually high
prevalence of dCJD in Japan was first reported in 1997 (3). In
2008, a single brand of graft (Lyodura [B. Braun Melsungen
AG, Melsungen, Germany]), frequently used as a patch in
neurosurgical procedures, was identified as the probable vehicle
of transmission (4). No international recall of the implicated
Lyodura occurred, the product had a relatively long shelf life,
and the grafts were used frequently in Japanese patients with
non-life-threatening conditions (4,5). Since 2008, additional
cases have been ascertained, reflecting the identification of
previously missed cases and the occurrence of new cases with
longer latency periods (interval from exposure to symptom
onset) for dCJD (up to 30 years), underscoring the importance
of maintaining surveillance for dCJD.

In 1996, after the first report of variant CJD (the human prion
disease caused by the agent of bovine spongiform encepatha-
lopathy [“mad cow disease”]) in the United Kingdom (6),
the nongovernmental Japanese CJD Surveillance Committee
(J-CJDSC), with support from the Japanese Ministry of Health,
Labour, and Welfare, conducted a preliminary nationwide mail
survey to identify cases of human prion disease in Japan; since
1999, J-CJDSC has maintained a national CJD registry (7).
J-CJDSC members investigate each reported suspected CJD
case in cooperation with CJD specialists in each prefecture.
The methods for identifying dCJD cases in Japan have been
described previously (5,7,8). All identified CJD cases, including
cases of dCJD, are entered into the J-CJDSC database, which
contains demographic and clinical information, including a
detailed history of any surgical procedures and international
travel and CJD laboratory test results (including cerebrospinal
fluid analyses and genetic testing) (7).

274 MMWR / March 9,2018 / Vol.67 / No.9

Among 829 identified physician-diagnosed cases of CJD
during 1979-May 1996, a total of 43 (5%) patients had
received a dura mater graft as part of a surgical procedure
(typically a patch during neurosurgery); 41 (95%) of these
dCJD patients had received a Lyodura graft (3). A 1987 U.S.
investigation of a dCJD case found that Lyodura produced
before May 1987 carried an unusually high risk for dCJD
because of the contamination-prone method of production
(9,10); after that report, the manufacturer reported revising
its collection and processing procedures to reduce the CJD
transmission risk.

By 2008, a total of 132 dCJD cases had been reported in
Japan, and among 120 (91%), Lyodura was identified as the
probable vehicle of transmission; the graft brand for the other
12 dCJD patients was unknown (4). By the end of 2017, the
J-CJDSC database included 154 patients with dCJD, including
an additional 22 patients identified since the last report (4).

Among 154 dCJD patients, receipt of a Lyodura graft was
documented in 140 (91%); the brand of dural graft received
by 14 patients was not identified. The most common medi-
cal conditions for which patients received the cadaveric dura
mater grafts were brain tumors (including meningioma)
(69; 45%), facial palsy or trigeminal neuralgia (26; 17%),
and brain hemorrhage (25; 16%). Less common conditions
included intracranial aneurysm (10; 6%), unspecified anoma-
lies (eight; 5%), intracranial hematoma (seven; 5%), trauma
(seven; 5%), and other (two; 1%). The median age at symptom
onset among dCJD patients was 58 years (range = 15-81 years;
mean = 56 years); 89 (58%) patients were female. All patients
had received their dura mater graft during 1975-1993
(Figure 1) (Figure 2), and dates of illness onset ranged from
1985 to 2016.

Although the shelf life of Lyodura established by the
manufacturer was 5 years, three dCJD patients had surgical
procedures in 1993, at least 6 years after the company had
changed their collection and processing procedures. J-CJDSC
determined that all three patients had received a Lyodura
graft, and that at least one of the grafts was processed before
1987, and had therefore expired (the processing date of the
second and third patients’ grafts are unknown). Eleven (7%)
dCJD patients identified by J-CJDSC received grafts during
1988-1993 (Figure 2), including eight during 1988-1991,

US Department of Health and Human Services/Centers for Disease Control and Prevention
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FIGURE 1. Number of cases (N = 154) of dura mater graft-associated Creutzfeldt-Jakob disease (dCJD), by year of neurosurgical procedure and
year of symptom onset — Japan, 1975-2017
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FIGURE 2. Number of surgical procedures linked to cases of dura mater graft-associated Creutzfeldt-Jakob Disease (dCJD),* by year of surgical
procedure — Japan, 1975-1993
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* Among 154 dura mater graft procedures, the brand was documented as Lyodura in 140 (91%).
T The manufacturer of Lyodura reported that it revised its collection and processing procedures in May 1987 to reduce the risk for CJD contamination; the recommended

shelf life for Lyodura was 5 years.
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indicating that they might have received unexpired Lyodura
produced before the company changed its processing proce-
dures in 1987. In 1997, a case occurred in a patient with a
history of two neurosurgical procedures in 1991. Investigation
by J-CJDSC revealed that the patient had received a graft
produced before 1987 during the first procedure. None of the
dCJD cases identified to date received a dural graft after 1993.

In Japan, it is estimated that 20,000 persons received a
Lyodura graft each year during 1983-1987, approximately
50 times more than the estimated number of U.S. recipients
(4). During this period, 123 Japanese patients who subse-
quently developed dCJD had surgical procedures, including
114 (93%) who had documentation of receipt of a Lyodura
graft (the graft brand of the other nine patients was unknown),
indicating that the risk for developing dCJD within 30 years
of receiving a Lyodura graft in Japan was at least one per 877
(i.e., 114 dCJD cases per 100,000 Lyodura graft recipients). In
this analysis, both the median and mean intervals from receipt
of dural graft to illness onset (latency period) were 13 years
(range = 1-30 years) (Figure 3). Since the update in 2008,

11 of the 22 newly reported dCJD cases have had latency
periods exceeding 24 years, the longest interval reported in
2008 (4) (Figure 3). In three of these 11 cases, the latency
period was 30 years, the longest reported to date.

Discussion

A comprehensive 2012 global summary of dCJD cases by
country (2) reported that 142 (62%) of 228 cases of dCJD
described worldwide occurred in Japan, and that at least
one dCJD case was reported from 20 other countries. In the
United States, four cases attributed to dura mater grafts have
been identified; three were linked to a Lyodura graft produced
before 1987, and one to a different commercially produced
cadaveric dura mater graft. Lyodura grafts produced before
1987 were widely distributed to many countries, but most
frequently to Japan.

During the U.S. investigation of the first Lyodura-associated
CJD case in 1987 (9,10), investigators learned that the com-
pany mixed dura from multiple donors during batch processing
of single lots and sterilized the grafts with gamma irradiation,

FIGURE 3. Interval from surgical procedure to illness onset* among 154 cases of dura mater graft-associated Creutzfeldt-Jakob disease

(dCJD) — Japan, 1975-2017
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a procedure that does not inactivate prions (10). A Lyodura
representative also reported that the company did not main-
tain records identifying donors, so they could not be traced.
Lyodura was only available to U.S. hospitals by mail if ordered
from a non-U.S. distributor because the manufacturer did not
produce the product for distribution in the United States.

Owing to Lyodura’s 5-year shelf life, it is likely that the
eight dCJD patients in Japan who received Lyodura during
1988-1991 received grafts produced before the company
changed its processing procedures in 1987. In addition, the
three patients who received a graft in 1993 all received Lyodura
grafts, one of which was documented to be an expired graft
processed before 1987.

Age at onset of dCJD depends on the patient’s age at receipt
of a dural graft and the latency period. Although the latency
period varies among patients, currently available data indicate
that the upper limit is at least 30 years, which is longer than
has been reported previously (4). The most recently diagnosed
case, for example, occurred in a patient who received Lyodura
during surgery for a craniopharyngioma in 1985 at age 27 years
and developed dCJD 30 years later in 2015.

The findings in this report are subject to at least four limita-
tions related to ascertainment of dCJD cases. First, because
it is possible that dCJD patients with an unknown brand of
dural graft did, in fact, receive Lyodura, it is likely that one
dCJD case per 877 Lyodura recipients is an underestimate of
the proportion of dCJD patients with Lyodura-related CJD.
Second, the risk for a Lyodura-related CJD infection among
dural graft recipients is unknown because many infected
patients likely died from other causes before developing CJD.
Third, additional dCJD cases related to receipt of Lyodura
might still occur. The increased use of Lyodura in Japan is the
most likely reason for the unusually high number of dCJD
cases in Japan (4), although only estimates of the numbers of
recipients in Japan and other countries, including the United
States, are available. Finally, the medical conditions for which
dura mater grafts were used in Japan differed from those in
other countries (5): patients with dCJD in Japan more fre-
quently received dura mater grafts for non-life-threatening
conditions than did patients in other countries (5).

The cases described in this report indicate that recipients
of prion-contaminated grafts could remain at risk for CJD
for at least 30 years after receiving grafts. Given the known
potential for even longer latency periods for prion diseases, this
outbreak is expected to continue. The dCJD cases underscore
the importance of establishing measures to eliminate or greatly
reduce the possibility of CJD transmissions (e.g., strict donor
screening, appropriate record keeping, prevention of cross-
contaminations, and ideally, the use of validated sterilization
methods) whenever human tissues, particularly of cadaveric

US Department of Health and Human Services/Centers for Disease Control and Prevention

Summary
What is already known about this topic?

During 1975-2008, a total of 132 cases of dura mater graft-associ-
ated Creutzfeldt-Jakob disease (dCJD), a fatal neurodegenerative
disease caused by replicating, transmissible prion proteins, had
been identified in Japan and accounted for >60% of patients
worldwide with dCJD. This relatively high number of cases was
most likely related to the increased use in Japan of the primary
vehicle of transmission, Lyodura brand cadaveric grafts produced
before May 1987, when the manufacturer changed its production
process to reduce the risk for prion transmission.

What is added by this report?

During 2008-2017, an additional 22 dCJD patients, with onset
from 1985 through 2016, were identified in Japan, resulting in
154 dCJD patients in Japan. No new dCJD patient whose
surgery occurred after 1993 has been identified. However, the
latency period is now known to be at least 30 years and because
of the known potential for even longer latency periods for prion
diseases, this outbreak is likely to continue.

What are the implications for public health practice?

The dCJD outbreak underscores the importance of strict
screening of donors, appropriate record keeping, avoidance of
comingling of grafts, and ideally, the use of validated steriliza-
tion procedures whenever dura mater grafts are manufactured.
The long latency (decades) of human prion diseases can pose
challenges to the detection of new sources of infection and
highlights the need to recognize prion disease outbreaks and
implement preventive measures as early as possible.

origin, might be used to treat other patients. In addition, a
system of human disease surveillance to detect the possible
emergence of new sources of prion disease transmissions is
needed. Furthermore, physicians maintaining a high index of
suspicion for unusual prion disease cases, as well as a system
of human disease surveillance to detect the emergence of new
sources of prion disease transmissions, is needed to enable the
prevention of infections Finally, maintaining surveillance for
CJD in Japan is important to better assess the impact of the

outbreak of dCJD and to identify additional cases.
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