JE A I A T BCHEE A S R A ) &
(EHEMIREFBORIIE . (AR BBORMTFEHE ) )

T IROY =R T AL
YT BHIZ BT 5 ST

SRR 30 AEIE SR - S HRTSE s

YRk 81 (2019) 43 H
WFFEARFEE KIERIEE
ESEAFFERE TR E N [E SIS - PR EEI SR v 2 —



Researches on rare and intractable diseases
Health, Labour and Welfare Policy Research Grants
The Ministry of Health, Labour and Welfare, Japan

The annual report of the Research committee on

surveilllance and infection control of Prion disease
m FY 2018,

Summary / Shared Research Report

March, 2019

Chairperson : Hidehiro MIZUSAWA, MD, PhD.

National Center of Neurology and Psychiatry Japan



T BBEERFTTRRAE o vveeee e 1
KiE HEF (Eifas - RERMRE 52 —)
TITUFA RO =R T RFER o 20

. SESEHES

L Y=ARASVAT=RICEDICOPVED T A UHEOEFR (19992017 FT—5 o 43
R - (BBEMAKFHEER? T 2 —AREEFHM)

2. TYUAURH—ARALASURTF—ADEIR - BEDIFGS v 59
&8 RE (B Rz ERN F i RamEEag)

3. Y—ARASUADHME (FICKREUNER EAEIRE) (TDUNT o 63
Bx B (BB AHRERME LY 2 —RizHERR)

4. T30 FEILBEMRD T ) A UIRF—RNA T D RRMITDUNT oo 67
EAR FE  (LHBEAFEARFREFHERSENR)

5. HALHAIZEIFTBATAUBEDHT—ARA T RIRITD oo 71
7R EF (RAXRZRZFREZ R @IE - BRESFEFBEMRENHELH)

6. FLBEHITTITE(F D T A RO RRTE v vvvvreremmemmmmmmsiit bt 73
WHE EC (ERXFRZRERNZL - #RREF (HRARE)

7. 8- BE - EFICBTATYAUIBDRREIRIT o 79
YN S e (BB KPR AT AR AR F 5 )

8 2018 ﬂg}'ﬁ*ﬁg%“h E%'EL W s BEpH—RAa5 yx%ﬁﬁﬁ%% ...................................... 81
Hp ER RN KZRZREFHRE RN - RERESF)

9. TR 30 EEFEIRED T T UHF—RA S5 U RIRRITDUNT oo 83
BEE #F (BMEMXZEFL MEAMZP)

10. BMBARICEDITVA VREEBRVATLESEEMDER IOV IIZETST VA VR

Y—_RASVRKREFDORBREAKTAVIICEBTFHITIVF VRY—RA SR oo 85

2R FHt (KRKRZRZREZRZFRRAENTE)

11. FEEEMRIZEITFTD T A IR — R TSI/ R e 87
BTER RR— (EILRZRZIREEEZ RS ARR B RERARFE)

12. A - W0 - HBHR D T YA I — AR A SUREBITHEER - 91
BT #hth (R KPR R REH)

13. KD CID H—ARASURIZBIFTAB T A UTRORKIEESET oo 93
RE 82 (BA 5 B2 BAT)

14, TYUFAURIZE T AEEISERELIEDARTT - oo 97
RE FEs (BEXRFEEEFHZIL)

15. TUA VR —RASVRIZEFDHE FTVF VROBEEPDNA AT —H—DRES - 99
=ik =th (RBEXZERERFREMAREBEST ) NEY T—2 3 VFHEE)

16. H—RA S5 “/Zﬁ{ﬁ%ﬁ@*ﬁ' .................................................................................... 103



17.

18.

19.

20.

21.

22.

23.

tx Bz (RAAXRFEXZREFZRARRREHRZE)

T A RIRIR I J7 v vverr e

FiL EiE (RRERERRFERtE 2 —HERE - S@WEI LA V/1N\D -
SR LT ST

HOHAEIZHE TS GSSPIOSLERDEELR - REFTE DI oo
= #xX (RREREMRZXZRERNERFREZDEH (MRERED)

P102L ZE%HT 5 GSS DEEREZHRET GLABAM EFBAMDE) oo
#H sh2 (ERERBIURFEFE MRERARE)

K> 129 ggg;g\‘j“uyj-pgﬁg)%ﬁ':&rﬁ—g—%g ..................................................
b HF— (BAERKEMBERZ 2 —AREEZEM)

TAUIBEDZRBELYRIEBD ITAO—T Y FIZBHT BARFLD v
Bk EA (RRKREZEF MR

2008 ETY A IRRBREFIIEHA BS54 UL E IR EIARLVAY o ooeeevmmeemeemieee

—MBERICRKDEENAA FS 4 EFOWIFIZH 55—
A —H (BT U7 T ERXZHAENED

7° U T)ﬁ%%@%ﬁi[:ﬁ#élt\fii*iwﬁ [,) ﬁ@*ﬁg ...........................................

~DEXEEM. BEFREAA TV AEMDER~
HFEEF (FMCRZEY J=v%9)

ﬁﬂ?{,ﬁﬁ%@ﬂ]ﬁ(:ﬁj’é—%ﬁ ...........................................................................

. FRE30 (2018) FEFEIHE

. RAR - B

HsA4Y Ik - FVATHEY—RALS5UREEL - JACOPEERELERELHE BH1
F£1E :FH30E9A138 (K) — 148 (&)
£20 FER31FE2AH 78 (K) — 88 (&)

HAAYTIIE - NATRA VYT Y FEER e i)
F1E: FH30FEIA 13 H (K)
g2l : FH31EFE2AH 78 (K)

TV A D IRBEMRYEERR R EE - &3
TEH30F10A 58 (&)

TVARBEETFHHA RS UV RBER - E¥4
#BEESR : FR30EI9IH 138 (K)
F1E: FE30F12H238 (B)
F2M@: FH31E 1A218 (A)



2. MRH/ES

BRMRBES G UWARBME) - BH S
FEF31E18218 (A) — 228 (k)
TUAVREDY—RA S VR ERKICEAT HLEBELERE - #a6

EH31E 2888 (£)

Ae R, Hamaguchi T, Nakamura Y, Yamada M, Tsukamoto T, Mizusawa H, Belay ED,
Schonberger LLB. Update: Dura Mater Graft-Associated Creutzfeldt—Jakob Disease-
Japan, 1975-2017. MMWR Morb Mortal Wkly Rep. 2018; 67(9): 274-278.



[. ¥esEbtess







M ERE -

JEA G EATBHEE A S R R e (AR B BRI R F 2 (BHA IR BBORIIE S 2€) )

TR 30 EERAREFRHEE

TUFURDY—RAZ VR ERBREFHICET HREHAR

mERs - HO0-2#5F (#) —$5%-001

MERRSE

W

WHoEHE

WS
Wy

WHoE
e woriE<]

WHoE
e woriE<]

WHoE
e woriE<]

Wy
W
WFgE o

WHoe

W
WFgE o

WHoe
WHoer

WFgE o
W

WHoer

WFoeh 4
WFoEh %

D KIEEE

(L
LY S TN
A2
HR G —
L BRI
s R IE

: JRUEHES
: Ve

: KHK—BA
L e KT
HARIEE
AN
FH 2
EE
2 H 54t
BT R EE —
: FHHEsLZ
o VAl e 7eR )
BAaHRZ
=X 3PS
BRI

FEA A 1
e B

ESIFARBARAAN B - RERMEL 2 —

BPRR PSRRI SRR = R AL - AR RE S (R N RE)
N e e Y R T S R S AR R

AL R PR FPLE 7R 50R) - ety

HIRERI R IR i o 2 — AN RA A

] ST AR BRI R 7 Bt B R s e R 9
WHRAMEREFER T v 2 —E&NE - XM F Y V=R Z— -
PRI B A JE (i 7 LA X )

TR PR TP A - B R 740 B

FoIR KSR B E R R R A RHEE EE Y N T — 3 v
S8 (FRRNENF)

W< )7 T ERRY - IR EL

AEUEE KPR TP = W FE A R e
FAL K FRFBEE TR R R - %

B R EE ISR T - AR

BRI TSR PR FPEE PR - PRRNET: - 2=
FHIERRT: - ARRRNE T

RIRK PR F BRI - AR T

fif] [ LI R 7 R I g SR A SE R - IR N R 7

[ B8 P P A R P A AR N R

LN EIFBE - RN E

WA 2 WT

HURXER R - MRt e

ENTAFZEBA R IE N ENCREA - MR RS o & — B -
fivdft N

FMC HR 7 UV =v o EREHR- - Blotrhortv) o7
TR FRFBLEFRIER BRIR R

)
B

SOV - RRRRLE
SEBIESEAIE - FREPIR Y

Z

r



HMREE

AL, TV A RO —_A T R T A EARE TR - fhRRAE -
Gz O, YL TR T 2TAE L E LV IR L DORE L TETT 7
DIZ 2010 FBRENTWND, T U A RO —_A T 2 AT L 57 AT &
I OERRAAEE AL — b BYER M L— N, BET - BERRAL— b O =00
SMLTEY, BRAESEZ 10 7 v Z7I2p0, &7 1 vy 7 IR —_ 1 7 U 2AF8 %
Bl LRl 217 5 L30T, ZEREEE A, Sina, mfmdk, EXE
PRRAT, PR, MMARRRANEL, mEREA YT 2 HEMEE AN A TF 2 BIEES
ZEABEL TS, 199944 H 1 B S 2019 4= 2 H £ TOREE T 91 FlOREERS A%
7uaAY 7 )b Y a7yE(CID) & E e 3503 BT U A LK & RBE S HT O
BRHL M SN, BEA CID 1% 2004 HEED 1 FIOHRTEDRITIAEL T
W, UMY AR OB TN, A~ — I — ORI E L, 14-3-3 EEA D
81.7%(ELISA), 71.1% (WB), % UEHM 74.9%, RT-QUIC 7% 70.3% & gk ¢
BT, ERENT DGO FEHZOWTIEA v T v FEESORAE CIL R 30 4
FEOAL Ty bEFITL LB TH-T2, ZNOOEEILT Y L IF R OEREME Y A
Jv ZEYHEIZ BT 2 HENIEEIEE & OB RIESFHLFEERO Y —_A T o AFHE -
AT PEESKR THRICBESNEZ T ) A 5DV —_ o T o & LYt iR I B
T2 EEHYESEICTHRE L2 OBMEUEZ 5o 72,

IHET, [ROT Y A IFOIEBRO T2 DITHRE, & <IZHARBOMIAZ 1D T
HA =N X R DFGEa ) — T A JACOP(Japanese Consortium of Prion
Disease)lZxf LT, H—XA T L A& LIm BB RGRITH /) L TE 723, Rk 30 4
%, PRk 28 I HENE LRk 29 FREICEAA LTch— A Z o AFA & JACOP I &
% HARERHA ORE O RFERIGD > AT LOMEM Z ikt L=, BREHFAEORE 2L
RENY—_A T o APEFRPBSRICFERICRGT 5 K212 Lc/od, BRERHAE
DBGRIEFIEN TR 29 4E 3 HE TO 34EMT 65 ThH 72D, Kl 3141 H %
TORTHREGK 600 R8I Lz, A%, B&k LIZER ORE DMk & . fixbeic
K BFAETWA~DOXIEHRE TRTDHZENRMLETH D,

A.TIRE/K

AWFFED FE 72 BHIT, FIESEE I T &
AUTIEH D DFIERE ST R O BOE M GYE T
LTV AR LT, TOwRkE BfRL
T, ObRENZEBT D7V A [ ORARI
R RERMET Y A OBl AR L,
QR HDZWN LB 2B W LR B -
FEECXIT A0 T ) v T EOTEE
iR T 2Lk, BoRR LTt
SHE b R—F L, @7V A Ltk DIk
BEE D, YRR A LE Fn3 %

Z LT, P FUIREEDOHEFIRE LRI
MEATTE D L0 st &R L. @FFEIC
VAR TS D 2L OV L & A
LT, BESEAZN LTV 4 980 gy
REETDHELBIZY AT RAAREE O 7
+R—=7 v FETV, @BAERFE DT F
IRIEHEER - PR O 2 E B ORI %
YR—hTHZETHD,
ZDEOIL, 2OV —XA T AN
Y2 PRI A U CR R D FEHE L Bk o 4R
288, BARFRAEEN., BERRAERIN, &



Gt O R, FHO WA O BR%E % etk
L. VA ROBEIRIE= Y =37 A
JACOP L - /1 L C& 7 U A IHDIF
BZH T 2 BRBEEZMAT 5, Zhid, BER
DOREEE L ZEDT-D TV A Rz RT 512
IIVEDOMIETH D L1999 F7> 6 O )3 [EMUFF
DIYATNELUTHE- -l T&7ebDT
H5b,

& ATHRMERRIRIMAE 2> B DI T DA
MyaAY 7=k« ¥ a7 (Creutzfeldt-
Jakob disease: CJD)., DL [ETLH L= ER
PECH D% CIJD Z/&BHIC, BFFERE
WICH—_ A T v A F B w Rk LA ERE
IROT ) & RS FEME &) LT —
NA T U REBATT D, ZIRIEGED FTEEMED
HLEFCONWTIEA T v P EESEHM
fik LC. FEHFHA - Bt PR - 741
—T7 T EIT,

SHICAEEZEL T, BESCEEORA T
WHERZIMEICL, B - Nl LB
T OWE D OB HEET D,

BRI ORI 72> DI, B IR RLfE 2 O ER] D
ERR AR R R e i, BT L WA R & RRRE S
HZ LK, EEOWERICETAE®RE X
D IEfED, BELKBEICAMBR LD L LE
WG9 5, Fio, MR FIFEZN L2
WG TR E LT, A1 v Ty VEES
ZRMEL., PRIV AR THDL LN
HIFA L= FpIcR LT, = T RAEE
& L TGRIRICHEZ1TV, RN R G
JERTBixR A2 C 5, BT X 0 2 RA 720
B REE O RO 2 36 2720, V2

TV A AT S AIE AT RE R H IR E AR e £
FRENTTE 2 5 0 TR TRIR O RIRIZEE D 5

ZORDIZ, ERBERE & EERORTT~
DREFE & FEMRAIZHED 5,

Wopk 28 4EFE 121 JACOP T HAREFH A
DB S NDIERIS A BINS 5 & & bic,
TELHRTRLSRELAT O 2D, ARIER

BV —_A TR E — BT DA
HEDYEf L, FEFEECPERK 29 FFEDILE O —1fK
IELTev AT LOER ZBIGE L7220y, AREFE
(ERK 30 ) 1%, EHIC X > TAEL 58
REEIETEL T, —MEFELHEE LT,
ZO—REEEICLY T A UIRFIERRC,
FIRENEERRZE 21T, IITHEEF b
L <IEZgEWlic >\ CiE, 3 <ICEBE - FiE
TR - AEOHHEZ LT, $—_A TR
& BRI O A 126 5 W& 215 OB gk
& RIREIC BRI & BRAG9~ 5 i B AA T4
H AR DB DT 21TV, KT AT
LONFEERGFT 5, £, EilHEOHA
HiZT oA MEE N2 Ik, =g
T U AZBETOREN, 2Lk TOHITH
lEn-gHc k2 bons, ¥ 7Ly &
IZ X DFEEAEH T D Z ERAREE Ao T,
AREEIZZ DX T Ly MZEDRESHFHED
HE 2 FEERITV, BEA BT 5,

B.WARAE

REEZ 10 D7 1 v 71250310 TH & X 4
—_A T UAZBERE L, MR E, B
iR, B, mifgmd, B
B, WEREOHYENS R L HME R AN
ATH—=_A T U 2AFBR ML T, &40
ERFRO T Y A S M E &) L Ta
BlEz B L T\ d, RAERFETIET U A
VEHBLG TR LRERR, EERETIE
MRI B HE AT, RIRF R T I flR
14-3-3 & H - # VEHOWE, Real Time
Quaking-Induced Conversion (RT-QUIC)%:
IZ L DT OB 7Y VR A ORI,
WA R FER T v ¥ — CIIpEm R 72
E DD S 2 R ISRt U, R - R
FE DT AT o 7o, BUTHICE L TiX, &
vk TEMEEGLA VTV M ER
DEMBEL T, KA T U NORME AT
VN T RN o & U A 7 RATA]



RMEHFDOT7 +rn—%1T o7,
(fREEE ~ DEE)

ERARIFZEICER L Tk, 2N EhoRED
BEREBENOIEILTA T — LR ay
L MRS TEANEROZESFWEF D, W
— A T RO WTIEE B E OFTE it % [E
SOFEM - IR ERIIZE Y o X — O fGERR AR
BRI THEITENTWD,

C.HIRFER

1999 4£ 4 A L v 2019 £4£ 2 A £ TIZ 6950
N%& i L, 3503 A(5 1514 A % 1989 A)
TV F R ERBEL, FEMRBRE 21TV,
AINCB T DT VA IROFEEEZHS N L
72

(L EAFFE AL CID —_Aa T
2z bk (R, AR, &
) OEFIFREZHY L TEY, TV AR
EEDIVTIEFNIZ SOV CIRE Z 1T -7, 1999
4 AN D 2018 4 9 A E TIZ CID #—
ATUVAFRAETT VA UE LTREI N
TIEBID 5 B M, )R L OVE LR
DIFRBETT U A 95 & W S AT E G & kP 5
& LTI 24T o 72,

TRIRIE NFFZE A X, A>T v MER
FELELTT VA UROY—A T AT
ZEZBIM L, EORNRE ST - etd 52 &
W2k, VA IRO RIEGE TR A7 D
oL HEBI 2 - AT L BE YRR O B
BEATV, U A7 ZBET D RIS 2 et
L7ce Fio. U A7 RAFTREMES Of%E 22
DXJEATV, FIED Y A7 gt LT,

AT 2R HE L, 7V A EARRK
T O 2, 329 flfT -7, D5 b, BB
FTEREZRODIEFNT 74 Bl THoT-, Bis
TERLLTE, 2 RV 180 RPN HKE TH
D .DOWNWTa R2328 8 2 K200 25
a R 102 BROIE TR SN, £72. 4
L, RIS 2773 Y162stop A 5%

EHLSBH Lz, v=2x& 7 ay M
X, 38 HliT > 7=,

R —BF5E 1%, 2018 4 7 HE T
27V A B R AT S v 3109
AT L. 2 R 129 @ Met/Met %13~
U IRORIEICKH LT, 7V A IREBET
IHEERBEEIT RV VM CID (sCID)
TV A7 ELTIERL, M CID
(gCJD) & Gerstmann-Striaussler-Scheinker
i (GSS) T THMIEHL TS Z L%
W Lz,

SRIEMFIC A X, FrE R BRI
FRET & o TR T Fr i P B A T o
AT DTG EI NI sCID (BT 50 e —
F~——DFERICENT, EFHESZ T ¥
N e LTeGE, /NIER & RS etk & 1
IEFNZBWTHEICEBES 205 Y 27
DEWZ EDRENTZ, SHIT, sCID (2
LT, E7ZDEKRFT R Th 2 FEmiER . /MK
JEIR, AT v —X A HERBEAER, SERIL
FEAEAR . BB E & MEEh IS & o B A& R GE
L7-fE 5, REER & L CMMER - 47
0 —XASMEES (C R D % — 2 HEERSE
B &> D WITSEARSMNBIER 2 D N F— 2 K
PR & D VIIHEFIEE 25 "Z— D 3
DOFRBN T HND Z ERRI T,

BEZZHRBIEIL, V—_A T R
BT DWW T — & & fighr L7z, PSD BHE X
CJD &K T 60%., fMFEMHET 70%., BT
25%. I T 61%, PSD HE O
AR TE Tl total CJD >non CJID (p<0.0001) .
sCJD >fCJD (p<0.0001). P102L >V180I
(p=0.01) TH o7z, PSD 2AHEL LI=FETIE
PSD NHIBLL 2 WL D & A I MRI 5
R D RIMZE & FEEZ DO I B R
TWVEW I REREHE LT,

JUFHHESR AR E 0 1%, gCID Oz iEdE
BRI CREZREI VW ERnHDH T L
5. Mo FESCHGIZ L DB OLENZ2 R



L7z, AEA %o MRI B OBMNE# & L
TIE NG Th H ASL ik L MRS IZ X
ARG 24TV ASLVEIC X BRI T &
MRS 2 X % n-acetyl aspartate (NAA) DK
T & myo-Inositol (mIns) D HEINASKFEKE &
Ex bz,

VR AR ZE A 12, TRk 23 4 4 A 1
A2 DR 30411 A 1 H £ CITIKIES iz
BRARENT 4218 JEFITH Y, B T U AU
DBFENEB T DIMIMET Y A 97 Ol O
NS F~—71—(14-3-3 5 H WB,14-3-3 &£ H
ELISA,# % 7 & H,RT-QUIC %) CI3kE X
81.7%, 71.1%, 74.9%, 70.3% . ¢ ¥
79.2%, 85.1%, 77.6%, 98.9% T >7-, RT-
QUIC 51T 100% Tid 722 < . #EGMEERII 13
Bl CTHoTZ &l LTz,

KRB IR ZE 3 P38 1, AR08 L 0 Ok
1B, ARG CAETS U= AR R R) B Rk
1 Bl Uz, & 72 A5 s 51 o peie
IREZWHE 21T o 72, S OICERRZI S
TWedro 7c MM2 f7RE o il it 5% 5 ke ) 2
Bilz2lr U, ERRE 2488 Lz, ZWid
LT, MM1 % CJD filicxt L THK5351
(MAOB V&7 #%—1VU 4> R) PET 87V
F—T AERMTHZ LT, BEHICEBRL O
HZ MBI LT,

K —BMF e 81T, A > o7 > M#E
NEEFFNIZET LT, BT b7z i@ s g
FOFIEITH T DEMPAET WD Z L%
WEL, ROBWVEMGELE LT, B
BN OFEEL B L C, MMNRET v
T — b2 Z & b B A RE A OREROBLR
MOBEETHDL EHE L.

e 2 RF5ERFZE o 1%, AifEE X T
FEEEER B T COMKRAEMAZE, 7
VERBEG T GRIEKS) | ik~ — 2 —
A (RIBRYT) & EYE D TP M QUG E
D BFENET D ERICEE T 2 1A (ERYYER)
IZ&YD CID Db IEF O Y — AT

RuEATIeo T, JRITH OB o 7o % 53FH oY
EICHEAG A EY . BRE OW ) 2T, BRR
R | AR AT L BE I AL I MRI AT
W AT L, 7Y A R A s T e & AR
HLT7,

HAREEMFIESHE L, 7V AR &
L CHAKEZ 5 (7 iEF]1X, 2018 FED 1
FEHT25 0 THY, WaRE LTIL, HHRE S
Bl Ja F IR 4 B, B 11 B IR 5 B,
BERIMITHoT-2 L, B TFEREED
B, FHANED TV F L JFOFEFNT 2D 10%
T V1801 ZBNHALH G TlE L\ 2 L &2
B L7,
INEFSEERAF STy PR 1R, B - BENS - R¥F 3
BIZBWTH—_A T RAEBEENDL DA
{KHH 28 1ED 5 b 27 FIOERRIEH, S HITH
WARIENL T - 7= T HIOEERNE H & iR L
Too 20 34 BilZ, PRk 30 A9 A &Rk 31
E2HDOY—_A T U AEELTHRHL, £
DR 1L sCJID probable 16 3], possible 2 il
gCJD probable 4 {3, 7° U A > 95 75 &5l 751
WA 3 . HIERE 2 Bl ThH o T,

SRR S HE L, OV =g T R
(B LTI, IBINE IR S L AR SE ] D F
I - ElRlE g2 Y | FiEY— A F
A A ORI OFRIE, Wi T — & A2
L. &2 EHLZ L, 41T b
HHOPE - fREEIT o7, QBB A
VD PRNP 28 B4 |25 i i 2 oo ik o7
B fEMNT L. gCJD @ P105L R A2 A3 5 JiE
BlOF B % 77— A LR — kL, P105L A%
12X % GSS DERRAIFEE A BRI T L,
JEL BRARAER . R, AR O W
TH LM LT,

L Z AR FE A 1T, BEET ) A
Ths GSS 22O\ T, 2EDRE I
ek, BHLEMERZ &S THEM Lz, 20
FER, ZOEBNIVUNHT ~REL TWD Z
&L I DICEORTIEIVUN & mEE VNI 2



RERMN S D Z ENHL N E o7z, ALHED
JUM EFFER LN D GSS % BEIEAIIZ Ehig st
Lied, AEEOSDZRZRNT 5 Z &%
T& o7, MRI _LE{EH % & O HIEH]
DN, IS IRIE~G D E TOHBNH
BlZEWZ ERfER I NI,

BTG TRHEE L, BgEA ML —Y B &
O —_A T U APEE - BRIEREZEOT
T NVAGIZEE T D FEIEEZ AT LT,

B AR GE A 1 AFgESy s (R
B 1L, WHEW I QR —, BEILEEAL
FEHBHE) & &bl A - Fhi - LA
WD —_A T AFAE & T LTz, RFE

b BIFERIAR, 60~80 AEBIFEE DI E 21T > 72,

FHFHAE L & BT, YEOHIBIZZ BT
WD BT Y A IRIZOW T ORI A £ &
HTW5D,

EB PR HE L, SRR B I
B, ZHIRIIBILZT VA VR —_A T
VAREEITV., TORMRERE LT,

YABBEWE X, TV AR ERE -
FIRINLENAEEREE LTI 12D, KRIRKF
B A RIR R & B T sk LRI L A 1EE
PR AT LAOEE LT, I&kT ey
WZBTF DTV At —_A F 2R WITD
W, BHFIROFIERERITIZIEN A A0
E—HKLTRY, T oy 7 KR TOR
AEFOEFIRPUTIZIERZE L E 2 b5,

R EE —AFZE 40 HHE 1L, 2017 4F 10 A 6
2018 49 H @M T [E P EHI X IZ BT,
TV AR ERESINTZOEFE 19 6], 56
sCJD 17 %, gCID 2B TH Y, ZWARHB
DUVNIMMDOTREIC LD RE E2ITEEN 10
Bl CThHoT-Z & E2WE LIz, 1999 4 4 A
5 2018 4 9 Hmi@HE Ccix, gCJD @ PRNP
BHERFOERBEEIT, V1801 40 fi
(74.0%). M232R 9 5] (16.7%). 178 2bp del
2 il (3.7%). E200K 1 #l (1.9%). GSS
(P102L) 1 51 (1.9%). ZFEHE M EHEM: A AR SE

141 (1.9%): D178N 1 #i1(1.9%)DIETdH - 7=,
V180T ZFIEFIA 12 FilH x TRV | 2EHk
FHZ AT, V180 DB m TN Y T
< TERERNR LML TS Z LR
e X7,

A FHRARZE A 1T, UM - - e
EETHRPFEINET ) AU iERV BRI
DNTH—_A T RAEITo T, 54 FllIZDON
TH—_A T U AEFTV, sCID 1XIFIFMEFE
B 12 B, BeWEl 2 B, BT A IR
SWTIE gCIJD12 il (V1801 ZH 10 #i,
E200K. M232R A %4 1 #i). GSS4 #i
(P102L £ 4 f5)) TH-7=, 20 Fliz>»
TV A UHRIIHENE v, 4 BT
Lotz

H A 7R SE i D X FHES 7Y A
Elr S e N x O HEOFER S5 &2 B E
T, 7V T IRBEDFEED - O L
B, B, BEFREICOWVTEZ TN
L T2oDTAZ o A& E LT, LIRID
ReWiT T HHTAXDFETICET Z ENT
EHOMTFE R LT, £o, BT Y A
WHERE DOFZEDORDOP T, kORI
VA VIRPBETHIEELE L TWDEGE
I ERATZMINGE-EICOIED Z ENH D0,
AARIZBWNWTZ ) LEMAEITELFEMINT
W28 GESMEI ORI & B AR OB 5
TL,

D.EZERLEEWR
AWIEHNTE TV A FOY—_ A TR L
ATy bR EERME L TEY, FEE
JEICHEE . eWrRe o b BInFRE, S
A A~ = —REOREOR L, BEgHEE
WU TR BT DB, Y TR R 7 &
DE CTHRDMER GO, Rl —A
T v ARENE A TN & T WIS ER L S A,
HUEME, W, BEMHIIE S EL, #E
FHINZ D BB E O ERH G E o T,



FE7o. AL 30 FEITHELA T AR
HHERBISMETHY, 2055 1HIRA v
TV MNEHITH o7, Rk 30 4FRE TIT 17
DAV Ty MEFADHER SN TS, Z0D

9 B 80 HEHEE T 10 FHIT 10 FEH o 7
Fu—7 v I7HMPKET LTS, ZHET
DEZA, T VF IO IREGFF TR
STV, ek, BtRT 27U A9k
OEFENE T A L A RYYEZ BA 4 5 g AT JEBE
WZIE—_A T U RAFBREA VT U NE
BEMMIESHE L LTNT 5 L3z, &
[FHESRSC T Y A o B BE G  3 4 S [F]
THAME LiEHE 2D 7=,

WHFEHE TR DR E L, <37
U A IR DH—_A T R L Y R B9
HAEEHEYERHEDH D VTR — L= L
i@ U TS v, MU g, nE - v
vk, JERPETEHRE ORIk E S HEAL T
W5,

EERAIIC &, 330U X DB O3 E D
IR BT AL 30 EFEIL, AL TR S
AL 7= PRION2018( # v ¥ = =) %
APPS2018CR 5O~ DB D /1 - Sk
., TUTRKEMNT U A i (APSPR) O
Beiele EIR fEWIIE LW 1 21T o T2,
iz, FRARBERPLLE R0 7Y F R
BB D =D Y —3 T A JACOP |2
WL, EEEETO BRG] ~BE
gk L R B R A HEE L, Rk 29 DD
BRIE L7 — A T U R L O— KL FE
wHERE L 72,

E. ERfEmRiER
FrioFHR L

G.HIRHX
1. X RE
1) Ae R, Hamaguchi T, Nakamura Y,

Yamada M, Tsukamoto T, Mizusawa H,

Belay ED, Schonberger LB. Update: Dura
Mater  Graft-Associated  Creutzfeldt-
Jakob Disease - Japan, 1975-2017. Morb
Mortal Wkly Rep. 2018; 67(9):274-278.

2) Minikel EV, Vallabh S, Orseth M,
Brandel JP, Haik S, Laplanche JL, Zerr I,
Parchi P, Capellari S, Safar J, Kenny d,
Fong J, Takada L, Ponto C, Hermann P,
Knipper T, Stehmann C, Kitamoto T, Ae R,
Hamaguchi T, Sanjo N, Tsukamoto T,
Mizusawa H, Collins S, Chiesa R, Roiter I,
de Pedro-Cuesta J, Calero M, Geschwind
M, Yamada M, Nakamura Y, Mead S. Age
of onset in genetic prion disease and the
design of preventive clinical trials.
Neurology, in press.

3) Hamaguchi T, Komatsu J, Sakai K,
Noguchi-Shinohara M, Aoki S, Ikeuchi T,
Yamada M. Cerebral hemorrhagic stroke
associated  with  cerebral amyloid
angiopathy in young adults about 3
decades after neurosurgeries in their
infancy. J Neurol Sci. 2019 ; 399:3-5.

4) Kobayashi A, Matsuura Y, Takeuchi A,
Yamada M, Miyoshi I, Mohri S,
Kitamoto T. A domain responsible for
spontaneous conversion of bank vole prion
protein. Brain Pathol. 2019 ; 29 : 155-163.
5) Furukawa F, Sanjo N, Kobayashi A,
Hamaguchi T, Yamada M, Kitamoto T,
Mizusawa H, Yokota T. Specific amyloid-
B42 deposition in the brain of a
Gerstmann-Straussler-Scheinker disease
patient with a P105L mutation on the
prion protein gene. Prion. 2018 ; 12 : 315-
319.

6) Akagi A, Iwasaki Y, Mimuro M,
Kitamoto T, Yamada M, Yoshida M.

Pathological progression of genetic


https://www.ncbi.nlm.nih.gov/pubmed/?term=%2C+Schonberger+LB.+Update%3A+Dura+mater+graft-associated+Creutzfeldt-Jakob+disease+-+Japan%2C+1975-2017.
https://www.ncbi.nlm.nih.gov/pubmed/?term=%2C+Schonberger+LB.+Update%3A+Dura+mater+graft-associated+Creutzfeldt-Jakob+disease+-+Japan%2C+1975-2017.
https://www.ncbi.nlm.nih.gov/pubmed/29264994

Creutzfeldt-Jakob disease with a PrP
V180I mutation. Prion. 2018; 2: 12(1)
:54-62.

7) Cali I, Cohen ML, Haik S, Parchi P,
Giaccone G, Collins SJ, Kofskey D, Wang
H, McLean CA, Brandel JP, Privat N,
Sazdovitch V, Duyckaerts C, Kitamoto T,
Belay ED, Maddox RA, Tagliavini F,
Pocchiari M, Leschek E, Appleby BS,
Safar JG, Schonberger LB, Gambetti P.
Iatrogenic Creutzfeldt-Jakob disease with
Amyloid-B8 pathology: an international
study. Acta Neuropathol Commun. 2018;
6(1): 5.

8) Munesue Y, Shimazaki T, Qi Z, Isoda
N, Sawa H, Aoshima K, Kimura T, Mohri
S, Kitamoto T, Kobayashi A.
Development of a quick bioassay for the
evaluation of transmission properties of
acquired prion diseases. Neurosci Lett.
2018; 668: 43-47.

9) Ito Y, Sanjo N, Hizume M, Kobayashi
A, Ohgami T, Satoh K, Hamaguchi T,
Yamada M, Kitamoto T, Mizusawa H,
Yokota T. Biochemical features of genetic
Creutzfeldt-Jakob disease with valine-to-
isoleucine substitution at codon 180 on the
prion protein gene. Biochem BiophysRes
Commun. 2018 ; 496(4): 1055-1061.

10) Ishizawa K, Mitsufuji T, Shioda K,
Kobayashi A, Komori T, Nakazato Y,
Kitamoto T, Araki N, Yamamoto T, Sasaki
A. An autopsy report of three kindred in a
Gerstmann-Straussler-Scheinker disease
P105L family with a special reference to
prion protein, tau,and beta-amyloid.
Brain Behav. 2018 ; 8(10):e01117.

11) Iwasaki Y, Kato H, Ando T, Akagi A,
Mimuro M, Miyahara H, Kitamoto T,

Yoshida M. Autopsy case of V1801
genetic Creutzfeldt-Jakob disease
presenting with early disease pathology.
Neuropathology. 2018 ; 38(6): 638-645.
12) Takao M, Kimura H, Kitamoto T,
Mihara B. PrPies deposition in the retina
is a common finding of sporadic, familial
and iatrogenic Creutzfeldt-Jakob diseases
(CJD). Acta Neuropathol Commun. 2018 ;
6(1): 78.

13) Iwasaki Y, Imamura K, Iwai K,
Kobayashi Y, Akagi A, Mimuro M,
Miyahara H, Kitamoto T, Yoshida M.
Autopsied case of non-plaque-type dura
mater graft-associated Creutzfeldt-Jakob
disease presenting with extensive
amyloid-B deposition. Neuropathology.
2018; 38(5): 549-556.

14) Ishiki A, Harada R, Kai H, Sato N,
Totsune T, Tomita N, Watanuki S,
Hiraoka K, Ishikawa Y, Funaki Y, Iwata
R, Furumoto S, Tashiro M, Sasano H,
Kitamoto T, Kudo Y, Yanai K, Furukawa
K, Okamura N, Arai H. Neuroimaging-
pathological correlations of [1sFITHK5351
PET in progressive supranuclear palsy.
Acta Neuropathol Commun. 2018; 6(1): 53.
15) Iwasaki Y, Hashimoto R, Saito Y,
Aiba I, Inukai A, Akagi A, Mimuro M,
Miyahara H, Kitamoto T, Yoshida M.
An autopsied case of MM1-type sporadic
Creutzfeldt- Jakob disease with pathology
of Wernicke encephalopathy. Prion. 2019;
13(1): 13-20.

16) Teruya K, Nishizawa K, Oguma A,
Sakasegawa Y, Kitamoto T, Doh-Ura K.
Intermolecular crosslinking of abnormal
prion protein is efficiently induced by a

primuline-sensitized photoreaction.


https://www.ncbi.nlm.nih.gov/pubmed/29264994
https://www.ncbi.nlm.nih.gov/pubmed/29264994
https://www.ncbi.nlm.nih.gov/pubmed/29310723
https://www.ncbi.nlm.nih.gov/pubmed/29310723
https://www.ncbi.nlm.nih.gov/pubmed/29310723
https://www.ncbi.nlm.nih.gov/pubmed/29329906
https://www.ncbi.nlm.nih.gov/pubmed/29329906
https://www.ncbi.nlm.nih.gov/pubmed/29329906
https://www.ncbi.nlm.nih.gov/pubmed/29382530
https://www.ncbi.nlm.nih.gov/pubmed/29382530
https://www.ncbi.nlm.nih.gov/pubmed/29382530
https://www.ncbi.nlm.nih.gov/pubmed/29382530
https://www.ncbi.nlm.nih.gov/pubmed/30240140
https://www.ncbi.nlm.nih.gov/pubmed/30240140
https://www.ncbi.nlm.nih.gov/pubmed/30240140
https://www.ncbi.nlm.nih.gov/pubmed/30240140
https://www.ncbi.nlm.nih.gov/pubmed/30216556
https://www.ncbi.nlm.nih.gov/pubmed/30216556
https://www.ncbi.nlm.nih.gov/pubmed/30216556
https://www.ncbi.nlm.nih.gov/pubmed/30097055
https://www.ncbi.nlm.nih.gov/pubmed/30097055
https://www.ncbi.nlm.nih.gov/pubmed/30097055
https://www.ncbi.nlm.nih.gov/pubmed/30097055
https://www.ncbi.nlm.nih.gov/pubmed/30084170
https://www.ncbi.nlm.nih.gov/pubmed/30084170
https://www.ncbi.nlm.nih.gov/pubmed/30084170
https://www.ncbi.nlm.nih.gov/pubmed/30084170
https://www.ncbi.nlm.nih.gov/pubmed/30409087
https://www.ncbi.nlm.nih.gov/pubmed/30409087
https://www.ncbi.nlm.nih.gov/pubmed/30409087
https://www.ncbi.nlm.nih.gov/pubmed/30447252
https://www.ncbi.nlm.nih.gov/pubmed/30447252
https://www.ncbi.nlm.nih.gov/pubmed/30447252

Biochim Biophys Acta Gen Subj. 2019 ;
1863(2) : 384-394.

17) Kobayashi A, Qi Z, Shimazaki T,
Munesue Y, Miyamoto T, Isoda N, Sawa H,
Aoshima K, Kimura T, Mohri S, Kitamoto
T, Yamashita T, Miyoshi I. Ganglioside
synthase knock-out reduces prion disease
incubation time in mouse models. Am J
Pathol. 2019; 189(3) : 677-686.

18) Wang Z, Yuan J, Shen P, Abskharon
R, Lang Y, Dang J, Adornato A, Xu L,
Chen J, Feng J, Moudjou M, Kitamoto T,
Lee HG, Kim YS, Langeveld J, Appleby B,
Ma J, Kong Q, Petersen RB, Zou WQ, Cui
L. In Vitro Seeding Activity of Glycoform-
Deficient Prions from Variably Protease-
Sensitive Prionopathy and Familial CJD
Associated with PrPvisor Mutation. Mol
Neurobiol. 2019; Epub ahead of print.

19) Maeda K, Sugihara Y, Shiraishi T,
Hirai A, Satoh K.Cortical Hyperintensity
on Diffusion-weighted Images as the
Presymptomatic Marker of Sporadic
Creutzfeldt-Jakob Disease. Intern Med .
2018; 58(5): 727-729.

20) Nishioka K, Suzuki M, Satoh K,
Hattori N: Nishioka K, Suzuki M, Satoh K,
Hattori N. Crossed cerebellar  diaschisis
in Creutzfeldt-Jakob disease evaluated
through single photon emission computed
tomography. J Neurol Sci . 2018 ; 395:88-
90.

21) Aibara N, Ichinose K, Baba M,
Nakajima H, Satoh K, Atarashi R,
Kishikawa N, Nishida N, Kawakami A,
Kuroda N, Ohyama K. Proteomic approach
to profiling immune complex antigens in
cerebrospinal fluid samples from patients

with central nervous system autoimmune

diseases. Clin Chim Acta . 2018;484:26-31.
22) Miyake K, Hara T, Oshima E,
Kawada K, Ishizu H, Yamauchi Y, Satoh
K, Kitamoto T, Takenoshita S, Terada S,
Yamada N. Creutzfeldt-Jakob disease
with Alzheimer pathology, presenting
with status epilepticus following repeated
partial seizures: a case report and
literature review. BMC Neurol . 2018 ;
18(1):54.

23) Sano K, Atarashi R, Satoh K,
Ishibashi D, Nakagaki T, Iwasaki Y,
Yoshida M, Murayama S, Mishima K,
Nishida N.
Misfolded a-Synuclein in the Brains of

Prion-Like Seeding of

Dementia with Lewy Body Patients in RT-
QUIC. Mol Neurobiol. 2018; 55(5): 3916-
3930.

24) Nelson P, Dickson D, Trojanowski J,
Jack Jr C, Boyle P, Arfanakis K,
Rademakers R, Alafuzoff I, Attems J,
Brayne C, Chui H, Coyle-Gilchrist I,
Fardo D, Flanagan M, Halliday G,
Hokkanen S, Hunter S, dJicha G,
Katsumata Y, Kawas C, Keene C,
Kovacs G, Kukull W, Levey A,
Makkinejad N, Montine T, Murayama
S, Murray M, Nag S, Rissman R, Seeley
W, Sperling R, White C, Yu L ,
Schneiderd. Limbic-predominant Age-
related TDP-43 Encephalopathy (LATE):
Consensus Working Group Report.
Brain .in press.

25) Uchino A, Ogino M, Takahashi-
Fujigasaki J, Oonuma S, Kanazawa N,
Kajita S. Ichinoe M, Hasegawa M,
Nishiyama K, Murayama S. Pathological
and immunoblot analysis of

phosphorylated TDP-43 in sporadic


https://www.ncbi.nlm.nih.gov/pubmed/30553837
https://www.ncbi.nlm.nih.gov/pubmed/30553837
https://www.ncbi.nlm.nih.gov/pubmed/30553837
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lee%20HG%5BAuthor%5D&cauthor=true&cauthor_uid=30707392
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kim%20YS%5BAuthor%5D&cauthor=true&cauthor_uid=30707392
https://www.ncbi.nlm.nih.gov/pubmed/30612334
https://www.ncbi.nlm.nih.gov/pubmed/30612334
https://www.ncbi.nlm.nih.gov/pubmed/30612334
https://www.ncbi.nlm.nih.gov/pubmed/30612334

amyotrophic lateral sclerosis with pallido-
nigro-luysian degeneration.
Neuropathology.2018 ; 38(2): 171-178.
26) Morimoto S, Hatsuta H, Motoyama R,
Kokubo Y, Ishiura H, Tsuji S, Kuzuhara
S,Murayama S.Optineurin pathology in
the spinal cord of amyotrophic lateral
sclerosis /parkinsonism-dementia

complex patients in Kii Peninsula,
Japan.Brain Pathol. 2018; 28(3): 422-426.
27) Morimoto S, Takao M, Nishina Y,
Sakurai K, Komiya T, Kanemaru K,
Murayama S .Spinocerebellar ataxia
type 2 presenting with rapidly progressing
muscle weakness and muscular
atrophy.Geriatr Gerontol Int. 2018; 18(2):
361-364.

28) Zhao G, Takahashi-
Fujigasaki J, Mash DC, Vonsattel JPG,
Uchino A, Hasegawa K, Nichols RdJ,
Holton JL, Murayama S,
N,Halliday GM Reduced LRRK2 in

association with retromer dysfunction in

Y, Perera

Dzamko

postmortem brain tissue from LRRK2
mutation carriers. Brain. 2018 ; 141(2):
486-495.

29) Morimoto S, Hatsuta H, Kokubo Y,
Nakano Y, Hasegawa M, Yoneda M,
Hirokawa Y, Kuzuhara S, Shiraishi T,
Murayama S. Unusual tau pathology of
the with

amyotrophic

cerebellum in patients

lateral sclerosis /
parkinsonism-dementia complex from the
kii peninsula,Japan.Brain Pathol. 2018;
28(2): 287-291.

30) Ren Q, Ma M, Yang J, Nonaka R,
Yamaguchi A, Ishikawa KI, Kobayashi K,
Murayama S. Hwang SH, Saiki S,

Akamatsu W, Hattori N, Hammock BD,

10

Soluble

a key role

Hashimoto K epoxide

hydrolase plays in the
pathogenesis of Parkinson's disease. Proc
Natl Acad Sci USA. 2018; 115(25): 5815-
5823.

31) Tarutani

Hisanaga S I, Hasegawa

A, Arai T, Murayama S,
M. Potent
prion-like behaviors of pathogenic alpha-
synuclein and evaluation of inactivation
methods. Acta
2018 ; 6(1): 29.
32) Saito N, Ishihara T, Kasuga K,

Neuropathol Commun.

Nishida M, Ishiguro T, Nozaki H,
Shimohata T, Onodera O, Nishizawa M.
Case Report: A patient with
spinocerebellar ataxia type 31 and

sporadic Creutzfeldt-Jakob disease. Prion.
2018; 12(2): 147-149.

33) Sanjo N, Nose Y, Shishido-Hara Y,
S, Sekijima Y, Aizawa H,
Tanizawa T, Yokota T. A controlled

inflammation and a regulatory immune

Mizutani

system are associated with favorable

prognosis of progressive multifocal

leukoencephalopathy. Journal of
Neurology. 2018 ; 266 : 69-377.

34) Minikel EV, Vallabh S, Orseth M,
Brandel JP, Haik S, Laplanche JL, Zerr I,
Parchi P, Capellari S, Safar J, Kenny J,
Fong J, Takada L, Ponto C, Hermann P,
Knipper T, Stehmann C, Kitamoto T, Ae R,
Hamaguchi T, Sanjo N, Tsukamoto T,
Mizusawa H, Collins S, Chiesa R, Roiter I,
de Pedro-Cuesta J, Calero M, Geschwind
M, Yamada M, Nakamura Y, Mead S. Age

of onset in genetic prion disease and the

design of preventive clinical trials.
Neurology, in press.
35) Ohara M, Ozaki K, Ohkubo T,


https://www.ncbi.nlm.nih.gov/pubmed/?term=Vonsattel%20JPG%5BAuthor%5D&cauthor=true&cauthor_uid=29253086

A, Numasawa Y, Tanaka K,
Tomii S, Ishibashi N, Yokota
T. Myasthenia Gravis Complicated with
T-cell Lymphoma, Not
Specified(PTCL-NOS),
Following Thymectomy and Longstanding
Tacrolimus Therapy. Intern Med.2018 ;
57 : 601-604.
36) Ozaki K, Ohkubo T, Yamada T,
Yoshioka K, Ichijo M, Majima T, Kudo S,
Akashi T, Honda K, Ito E, Watanabe M,
Sekine M, Hamagaki M, Eishi Y, Sanjo
N, Ishibashi H, Yokota

T. Progressive Encephalomyelitis with

Yamada

S, Sanjo

Peripheral

Otherwise

S, Mizusawa

Rigidity and Myoclonus Resolving after
Thymectomy with Subsequent Anasarca:
An Autopsy Case. Intternal Medicine.
2018; 57: 3451-3458.

37) Amano E, Ozaki K, Ishibashi S, Sanjo

N, Yokota T. Remarkable improvement in

progressive multifocal
leukoencephalopathy following acute
pyelonephritis with bacteremia.

Journal of Clinical Neuroscience.2019; in

press.

38) [LHMHIEZ. 7 U A v Je OB S ¥ A

IV AEGE(T Y 4 ISSPE/PML) 229k 77

A K< A 2017.Neuroinfection. 2018 ; 23:

12-20.

39) B . [LEELS. 7Y A RO

I EL. AR 2018 ; 88:468-476.

40) EOF. IUHIES. Z7aA Y7 =L b -

Ya7dE., EE ERE R E LT

V) .2018 ; 69:770-774.

41) EPNSEME, g Bl PRRIE, FHE
%%ﬁﬂj JEZIK*’?Z 1‘7;‘% R 73 R IR R 1%

(BT PERR A REPR E & &2 L E200K

EHIza ]\/ 219Lys %77 L E Y b - { Fay it

Creutzfeldt-Jakob disease ? 1 5] F AR Af#E

11

*#.2018; 58(11): 682-687.

42) HHZy  KH—E. ALY B
B, HATGF—, SEHFIA,  REAH., KRR

ot JREHESE, dbARE 2 BARE, [LH
B KBS, RO E T ) A 9w
_“47/%ﬁ@ﬂE%th%éMﬁi
WO R R B R R R OR AR AR AR B . 2018;
46(5): 461.
43) MO, SO
I R bR mRER, AL
M, Vet JRHERES ., AR, KR
FEL. 0B IEAS . MM2 BB AN 5 M
Creutzfeldt-Jakob 5 D i K2 Wr FEHEZRZ D
#£% Dementia Japan. 2018 ; 32(3): 457.
44) —fEMIC. RESERE, RS 7. /IR
s fEgETC L, Kk BT O, (U IEL
AR | AKESEPE, B H P E B EYE CID-
V18I OMICEM T 27V A EHD
fit. Dementia Japan. 2018 ;32(3):434.
45) FrILERE, TREEA . TRRAVE O
JeL TN D OFE] FE RN B O R
JiEHIF 72~ D B k. AR A [ 2 ERE .2018;
29(4): 391-401.
46) KEpfL 1. &R, 7Ty ong v —
WORBEDELE. R - i & Al =
Yy —7F1.2018 ; 54: 113-118.
47) FEEHRE, &M U AU &
FEHE Y — R 95 BAE h—X /L7 7. H
ENESHTESS: 5 5147 % - FERIE(2)

S £ LI S PN

6. 2018;
S122-S124.

48) THHBE AR, FSE, MRk, B
PEAE. i i B P R AB AU =~ —fiik
DBAZE. MRETBIRFREE. 2019; Fll

49) BURFZ | CEIHFIB, BRI AR, B
s, ESZR . Parkinson Ji O FREIRER (L
P DIR) APRRNEL. 2018; 88 (1) : 77-
81.

50) HARL . EIFIE, B G, HAAD

BA, PR AR, B AR b B T LR



TER O A BRI E & IR RS (BLUR T
SEWERE) ARRENEL. 20185 88(2) 1142-146.
51) FIHFIH, AR MRARFELD
PRTARIR THB ARREN L. 2018; 88 (2) : 147~
158.

52) HHFr. ISAN2017 & JSNR2017 %
&% C. AR Auton Nerv Syst. 2018;
55(1): 59-61.

53) MR, BEFEL . KEEZE, HEF]
[, AR, Ve A TR HPV U 7 7 2 B
o Rt g BOE E i #E (HANS)
autoimmune / inflammatory syndrome
induced by adjuvant (ASIA).7 L /L¥— -
g, 2018; 25 (6) :786-793.

54) FUEFZ., WEIMAER ., SRR TR
I, B, S, © bt n—<o
A VAT 7 F RO B BLLUR T R E
(BT S R RER . BRIK B %2 . The
Autonomic Nervous System (Journal of
the Japan Society of Neurovegetative
Research).2018 ; 55(3) : 164~190.

55) ABUAENE . ZIHEIL, @A — . IR
W, BE 2. IR EN e O TEHPE,
i K ‘UpDate (Update knowledge of
fluid:  Its

and

cerebrospinal dynamics,
disorders).

2018;

homeostasis, clinical
Japanese Journal of Headache.
45(2): 328-332.

56) FHFIW], BEEL, @iGiE— HPV U
7 F B R 00 B E R (HANS).
(Dynamics of cerebrospinal fluid in HPV
vaccination-associated
neuroimmunopathic syndrome (HANS)).
Japanese Journal of Headache. 2018;
45(2) : 331.

57) BRI, VIHAI, B{HEN. HiE
E—. WATEREA. RS, PR, AT
BEHE OO TEH M - BAPR T - == 8 PR B DA%

%] (Homeostasis of cerebrospinal fluid:

12

Roles of

circumventricular

hypothalamus and

organs). Japanese
Journal of Headache. 2018; 45(2): 332.
58) AREr AL, BEFmL | RAE | HEH AR,
RS2, LR R T AL e R N FE.2019;
90(1): 103-115.

59) BEHMEF, Al mE, BEEZ. Fx% v
Ny O LR NRBHE O
MH~HEMIEART T AEICKHT 54 F
NV UIRIEASORE A~ KRN
2019 ; 90(3): 270-274.

60) “FHAH, BEF‘s, EHAB—. AF v
N ORI AR E OIS 6. K
FRENEL. 2019 ; 90(3): 275-283.

61) FHFIH, HEFE.Z. Stiff-person JEE
BEICBT 5 GABA - 7' U o U EEh R E
B OK T MR NEL2019; 90(4): 409-418.
62) HEFEZ . CEIHFIA, gaARFET B
ZRiE, PERAFER. BUR TS - IR Ic 31 5
GABA OFREIEE] « BEIR, #oK - ER1T
gy HLAREUS ., AR, MEIR « FLIT o0 WA RE
O A R U AROS AR 2019
90(4): 419-431.

63) AT AT R, BEXRS . B
R, PRRENELFAIBLE D B D T AR IR IR SE
O ERARAG AN L. 2019; 90(6): 1-8.

B8

1) Kobayashi A, Kitamoto T , Mizusawa
H. Iatrogenic Creutzfeldt-Jakob disease.
M.J.Aminoff, F.Boller, D.f.Swaab.Handb
Clin Neurol. ELSEVIER. Netherlands.
2018; 207-218

2) ARG, KBEEE T.TVAUR. H
IO =PSB A KN - BLEERE KIBIETE. #h
REMRENY RT7 v 7 - MiRER~D <
FANR—|F « TFr—F ML, BT,

2018 ; 207-218.

3) FFILIESRE. AR B SRE BT E A



JBM ~ = 2 7L, SO B, 2018 ;
99-108 + 131-137

4) SfRIC 7. PEIRBET - PREREE (R
R AFREEEGT) OIREIXEHITHDOTL
IO M VILEHERE - BIE KAz,
#RENEL. Clinical Questions & Pearls [H
BLREMEZR B . hANEFA B, 2018;
390-394.

5) VERRIEA, BTEHE —.
FE w7 2 BT A R, KRR R
[R5 A AR, Clinical
36 & 95, HSMEF, BT, 2018 ;
1092-1095

6) TEMEHE, BEFZ. VAT LALLT
DL DOAETE L HERE. AMRRRO X v b
U—r., BARZ. EREETRERA
EFHETOM - %, AT ANV T L Rk,
HOT, 2018 ; 20-26.

T TRREM, BEFRZ . MRR ORI
B BERZEREETEERNEE
O - fRE, AF LT L2 RH H
5. 2018 ; 269-272.

8) TREFEH, HAERZ. MRROHEME
R, BAERZ. TRREETRERNE
O - R, AF LT LY R B
7. 2018 ; 272-275.

=2 — /N F—

Neuroscience

2FRRR

1) Kuroiwa Y, Takumi I, Miura H,
Kasuga K, Nakamura Y, Sato K,Harada M,
Kitamoto T, Tsukamoto T, Yamada M,
Mizusawa H, Clinical Significance of
PSDs
Creutzfeldt Jakob Disease surveillance.
55 59 [n] H AR E 22 Rz AL, 2018
£5H 24 R.

2)Niino M, Fukazawa T, Kira J,
Okuno T, Mori M, Sanjo N, Ohashi T,
J, Shimizu Y,

learned from Nation-wide

Fukaura H, JFujimori

13

Mifune N, Miyazaki Y, Takahashi E,
Kikuchi S, Dawn L, Ralph HB Benedict,
Matsui M. Brief International Cognitive
Sclerosis in
Japanese population. & 59 [A] H AfhEE S
REEfirRE (AEIERE) . ALIR, 2018 42 5 H
25 H.

3) Sanjo N, Shishido-Hara Y, YNosel Y,
Ono D, Sekijima Y, Yokota T. Protective
effect of programmed cell death-1 during

Assessment for Multiple

inflammatory John Cunningham virus
infection of the central nervous system.
59 [A] A AR E 2 I R e (SRR . AL
#E. 2018 4E 5 ] 25 H.

4) Hamaguchi T, Sakai K, Sanjo N,Ae
R, Nakamura Y, Kitamoto K, Murayama
S, Satoh K, Harada M, Tsukamoto T,
H, Yamada
diagnostic criteria for MM2-cortical type

Mizusawa M. Proposing
sporadic Creutzfeldt - Jakob disease. &
59 [A] H AR F 2 I R (HEEEE) | AL
#E. 2018 4F 5 J] 25 H.

5) Yokota T, Kuwahara H, Nagata T,
Anraku Y, Nakakido M, Sanjo N,
Tsumoto K, Kataok K, Matsubara E.
Development of blood-brain barrier-
crossing amyloid-beta oligomer antibody.
55 59 [A] B AHhiRE 2 A R (A BERR) |
FLIE. 2018 4E 5 J 25 H.

6) VHHAE. ILH E. TV A RO -
SWIEMEORIE N & A% ORRE. % 59 [8l H
AR TN ALIR. 2018 42 5 H 23-
26 H.

T VEAEK SR =R I B LE ST
Wbt — . AEAREZ R IR Ve et
JROFEHESD . AR . KBSV, I HEIE.
Proposing diagnostic criteria for MM2-
cortical type sporadic Creutzfeldt-Jakob
disease. 5 59 [Hl H AR PR AL



%, 2018 4% 5 H 23-26 H

8) AAWIE, i, =%~y \IEEC,
HHEM VISOIZR 7 vf Y7L k- ¥
2 7 YR DI PRI EI TR IZ DWW T 2 B9
] B AfpRE i ke, AL, 2018 42 5
H 23-26 H.

9) Ry, SRR, PEHEEAT. AR
LORETV AL H R ORBIZLD
2 WriEBJE. B9 B AR R TR
FLIE, 201845 23-26 H.

10) Kuroiwa Y, Takumi I, Murai H,
Kasuga K, Nakamura Y, Hirai T, Fujino K,

Sato K , Harada M, Kitamoto T,
Tsukamoto T, Yamada M, Mizusawa
H.Clinical significance of Periodic

Synchronous Discharges learned from
Nation-wide Creutzfeldt Jakob Disease
Surveillance in Japan. % 59 [A] H A##%
ks (AEIEEE) . ALIR. 2018 5 A
24 H.

11) Satoh K, S Shirabe. Eating behavior
changed in the severity of dementia, and
eating disturbance may contribute to the
early admission into the facility through
the observational study for two years. 4th
Congress of the Kuropean Academy of
Neurology (EAN 2018). Lisbon, Jun 16-19,
2018.

12) KIEHELE, [BRAED hE Y7 2 T L
INA =i TV ARG ? | BRI,
PEVE & 9 N—F Y ViEERE R
W & e ALE . HRORCHT il el s 45 TR B e i o A
ERE 2 — R0t s ) =y 7] (&)
FREEMFFEAT LI, B, 2018457 A 8 H.
13) Nakamura N, Shinohara S, Omiya
Y, Member, IEEE, Higuchi
N, Takano T, Mitsuyoshi
Tokuno S.

Screening for Dementia using Voice

M, Hagiwara
S, Sanjo N,
Feasibility Study on

14

Analysis. International Engineering in
Medicine and Biology Conference2018,
Honolulu, HI, July 17-21, 2018.

14) Sanjo N, Kuwahara H, Nagata T,
Nishida, Y , Amano A, Furukawa F,
Hirata K, Maruoka H, Nakakido M,
Tsumoto K, Anraku Y, Kataoka K,
Aoki I, Matsubara E, Tomiyama T,

Yokota T. Molecular

treatment of Alzheimer’s

imaging and

disease by
developing amyloid-B oligomer antibodies
that the

Cross blood-brain barrier.

Alzheimer's Association International
Conference 2018, Chicago, July 22-26,
2018.

15) Amano A, Sanjo N, Nakakido M,
Tsumoto K, Matsubara
F, Nagata T, Nishida Y, Kuwahara H,
Hirata K, Maruoka H, Yokota T. Dot

blot assay for quantitative measurement

E, Furukawa

of amyloid beta oligomer. Alzheimer's

Association International Conference
2018, Chicago, July 22-26, 2018.

16) Amano A, Sanjo N, Nakakido M,
K, Matsubara E, Yokota T.
Quantitative measurement of amyloid
beta  oligomer using dot blot assay.
41 [n] A AR R RS (FEER) #7, 2018
7 H 26 H-29 H.

17 BAEFZ, K—8, MLz, FHEE
VB, AT aF— Pei v, SRS AT

BAL, IWHIE, AKERIEE AT Y 4
R — A T RIS T D JE I
DEFRIET. 5 21 [\ H AR MIL S,
FE#. 201849 H 14-15 H.

18) Az K—B, fHiLe, FH R
TE. TR AF—, SR, BREF A e
S HRESE | AEARET L AR, (L IR

AKEBEVE, BEBEA T Y T it —

Tsumoto



A T 2 AN RT D JE VLG S O R )
HFE 21 Bl A A M e IS
PR, 2018 429 A 15 A.
19) RIFIEM, =MFMK, &I BiHME
. TV —TEIEREZE L7 5 EFIDR
KB LR RB O RET. 55 30 [B] A ARGz e
FHitES . EBIL. 201849 A 20-21 H.
20) B HIERERS, P HEG—RS, SRR, 2
R AR, AR, miaisE, BmE
. 1 MOG HUARBHVE R B EVENN 78 T D
2T uA NERICET S5 % 30 B A A
RTINS, BRILL 2018 4 9 H 20-
21 H.
21) EARFER., MG, W HEE AR =&
e, BEHMER. L7y Fra) bk ra
— YU G M 4 B B EE A 28 ) E 12k LT
EFT Z iAol U7 72 Ao —14l.
55 30 ] H A A = BRI, 2018
%9 H 2021 H.
22) B{FHIA . REFHER, MR, ARES & B
VEHEG—R8, =Mk, MR, ZIErE
BIEIZ 31T 2 I ZEME TR O IE T X = A
FAMELBIE LT\ 5. 5 30 [0l H A5 7
DFANES, BRIL, 2018459 A 20-21 H.
23) KIBEHPE [RBIJED hE w7 2 0 T
WINA—I{ S TV A PTG ? ) AR
Vi, RBAIEZPE D N—F Y IR R
IR &ALyt SROGCHT s 5 7R B8 i
REBERE S Z— [ROE7 ) =y 7|
() FHREATZERT LM, HOL, 2018 4R 7
H8H.
24) Akagi A, IwasakiY, Mimuro M,
Kitamoto T, Yamada M, Yoshida M.
Pathological
Creutzfeldt-Jakob disease with a PrP
V1801 19th
Congress of Neuropathology/4th Asian

progression of  genetic

International

mutation.

Congress of Neuropathology/ 59th Annual
Meeting of the Japanese Society of

15

Neuropathology/ 36th Annual Meeting of
the Japan Society of Brain Tumor
Pathology (ICN2018), Tokyo, September
23-27, 2018.

25) VEfEroth. 7Y A RIS R B R
TV F BT OFREREEDRRY &
PR ZEVEIR R~ DS . Z591[E] A AR
SR, HUHS, 201849 H24-26H.

26) Hamaguchi T, Sakai K, KobayashiA,
Kitamoto T, Ae R, Nakamura Y, Sanjo N,
Arai K, Koide M, Katada F, Harada M,
Murai H, Murayama S, Tsukamoto T,
Yamada M.

Characterization of "sporadic CJD" with

Mizusawa H,
history of neurosurgery to indentify
1atrogenic EuroCJD

Meeting, Rome, Octber 1-2, 2018.
27) Nakamura Y, Ae R, Kosami K,
Kitamoto T, Sanjo N, Hamaguchi T,
Tsukamoto T, Yamada M, Mizusawa H.

case. Experts

Epidemiological features of prion diseases
in Japan: Current situation. EuroCJD
Experts Meeting, Rome, Octber 1-2,
2018.

28) Hamaguchi T, Sakai K, Kobayashi

A, Kitamoto T, Ae R, Nakamura Y, Sanjo
N, Arai K, Koide M, Katada F, Harada M,
Murai H, Murayama S, Tsukamoto T,
Mizusawa H, Yamada M. Characterization
CJD"
neurosurgery to indentify iatrogenic case.
EuroCJD Experts Meeting, Rome, Octber
1-2, 2018.

29) Furukawa F, Ishizawa K, HatanoT,
Yanagisawa C, Suzuki M, Goto Y, Mano K,
Iwasaki Y, Satoh K, Kitamoto T,
Nakamura Y, Yamada M, Tsukamoto T,
H, Yokota T, Sanjo N.

Gerstmann-Straussler-Scheinker

of "sporadic with history of

Mizusawa



syndrome with P105L mutation from
prospective 19-year surveillance in Japan.
Asian Pacific Prion Symposium 2018
(APPS2018), Tokyo, October 4-5, 2018.

30) Hamaguchi T, Komatsu J, Sakai K,

Aoki S, Ikeuchi T, Yamada M.
Clinicopathological study of cerebral
amyloid angiopathy related

cerebrovascular diseases in young adults
about 3 decades after neurosurgeries in
the early childhood. Asian Pacific Prion

Symposium 2018 (APPS2018), Tokyo,
October 4-5, 2018.
81) Tsukamoto T, Sanjo N, Hamaguchi

T, Iwasaki Y, Ae R, Nakamura Y,
Kitamoto T, Yamada M, Mizusawa H,
and Prion Disease Surveillance
Committee, Japan. Heidenhain variant of
Creutzfeldt-Jakob disease (CJD) in Japan.
Asian Pacific Prion Symposium 2018
(APPS2018), Tokyo, October 4-5, 2018.
32) g, 7oA~ — I E
BEOBEFFEE LT LY A~ — TG
ORHF. FH19[E] H A B IIEERIE 72 i R
2. R, 2018410H6-7H.

33) Tsukamoto T, Sanjo N, Hamaguchi T,
Y, Ryosuke Ae, Nkamura Y,
Kitamoto T, Yamada M, Mizusawa H,

Disease

Iwasaki

and Prion Surveillance

Committee Japan. Epidemiological
features of Prion diseases in Japan - Is the
AsiaOseania

Korea ,October 8-

Incidence Increasing? -
Clinical Neurology,
11,2018.

34) ki, BAVERE AT DT A
JVT A BT O BEIRE A F O R R &
A PRIz A, B 3TIE] B ARG EIE F 2 i
4. LR, 201845104 12-14H.

35) JRAREIAE, Eld ., EREAM, =

16

FE~Y, IWHIES, FHIEM. V180T A% -
0AY 7 )V a7 ORI EST
\ZDUWNT, 5 37 [8] H ARGRAE F 2 FIES .
FLWE, 2018 410 A 12-14 H.

36) —fifhJe, BESIER. (FEER 1. KK
N ot 7 N N ok i N B S T2 T X
e 2 OKIEERTE RS, BsME CID-
V1801 OIKIZERET 5 7V A B OfiEH.
% 37 Bl H ARFBHUE T2 FMES. FLR.
2018 45 10 A 12-15 H.

37) A, SO =R, LT,
ARG — ., dEARE 2 mR BB, R LR,
Vepksath . R EHESE | BRACRR, KIS, 1L
HIE{=. MM2 FERINEM: Creutzfeldt-
Jakob Jpi D ERIKFZ W FEEZR OFEZE. 5 37 [l
HAGREE R IR = AL, 2018 4 10
A 12-15 H KBS FRRIGERR 177U 4
JROBLR & B 5 23 [8] H AR YE
TR PR ES HORL, 2018 4210 H 19
H.

3 ILHE . TV A IwBETA KT A
2017 &A% O, 5 23 [B] B ARG
JEF e « IS, . 2018 4 10
H 19-20 H.

39) A, AW, IIHEC, FH—
R, KT 2, PR A —, R, 7
YIRS T U AFE S JACOP EE %
BT VTR0 —_AF AW L B
SRIERIFZE D —RALIC & 2 B SRR 78 % 8k 3%
DN, 5 23 [H] H AR YYE T -
S A, 2018 4E 10 A 19-20 H
40) /AZE A, BT, FER KRR, &
A, s FTE SRR, R, K
TBICPE, RERM 7. O O CTRIE L &R
50 2 H CHRT LIV v A Y 7 =)L
ka7 ML) oFRE], 223 =R
AR IE F iy « IS B
2018 4F 10 A 20 H.

41) FHLZ, ARG —, PR, IR TR



o, =R, dEARE 2 IHEIEC, KR
7. P102L £ R 2 A9 % GSS DKZEFHY
Bas 1 V1801 Z# 23 2 Efatk CID B &
OMIVEME CID & D Fblgehat. 55 23 [ A A
FRIRRIUIE P Fe 2 « PSR S L RO, 2018
410 A 19-20 H.

42) Ve, ARRE N ORE T
F B R ORI K 2R WHERSE. 5
23[5] A AMRRGUE P s « TR =L )
3, 2018410H 19-20H.

43) =fffhIe R IR Rl 1| BEEAR BT,
EARF R, m BT AL B 5,
ANARR, BREPETE. 86K JC 7 A L R Gk
O TR R R M ~D JC A
IV ARG Z o TV DL 5 23 [B] B AR
JRYYEF MR « FiiTRE. R, 2018 4
10 H 19-20 H.

44) Tamura C. Regulation of the
preimplantation genetic testing in Japan:
challenges for the clinical application.The
5th World Congress on Controversies in
Preconception,  Preimplantation and
Prenatal Genetic Diagnosis ) Paris,
November 1-4,2018.

45) Furusawa Y, Miyazaki M, Takahashi
Y, Mizusawa H. Japan’s initiative on rare
and wundiagnosed diseases (IRUD):
challenge for diagnostic odyssey. 16th
AOCN (Asian Oceanian Congress of
Neurology)2018, Seoul Korea, November.
8-11, 2018.

46) BAEFer . KB, MLz, FEHE
TE. TR aF—, Ve, AL, dbAd
ZBAE IHIE, KERTE  AHORE
TETV A=A T RGN
AT JE) S b 2 5 D BRI A9 F8€. Clinical
significance of periodic EEGs learned from
MHLW prion surveillance activity in

Japan. i 48 [F] H AREGRRR A K

JL, 2018 4 11 H 8-10 H.

47) SRR, EARHRE UK, RR L
VG —ER, A&, B AE . MBI EE,
AR, =Gk, MM, Raf~—
F v MRIZHEI AT A4 NRISHERRO
IFANRTF IR LT H I AT EHEH L
—Bil. 5 36 [A] A ARG ERFINES |
HOR, 2018 4F 11 A 23-25 H.

48) VENF, WHE( .7V A TV 4
B2 R B ORRE. 522 BRI
RUERFFER ., 4 d 2, 2018412 71 1 H.
49) /NEFREHS, BILE ST, PR —. B
s, FILRT R ER, Ok ILHIE
CUKEBEFE, b N U A URICBIT SR
LB O FRIRELES 29 [ B AR R
ke, AR, 201942 H 1 H.

50) KanataniY, Mizushima H. National
registry of designated intractable
diseases in Japan: Present status and
future prospects. dJapan-Korea dJoint
Session of the 92th annual meeting of the
Japanese pharmacological society. Osaka,
March 16, 2019.

51) Murayama S, Sengoku R, Saito Y.
Propagation of alpha- synuclein in human
body- cohort- based study. AD/ PD 2019,
Lisbona, March 27- 28, 2019.

H.ZNE BT EME O HFE - B8IKiR

LS

) 4 :av X7 LA U,
HFER 5« FFlE2016-231861,
Y W BAT. R T, BT
wmRR, Ak PEAT. R TE
HBEA - BN RFEARIR KT, F
BEVE N A8 ] K
HEEH : FRk284-11H29H

2) LR 14-3-3FBAYT A YV T 4 — LFFR



FELISA
HFER 5 : F5E2011-244809.

JEWIE - iRt R, R IR O

HIFE N« ESL R FE N IR R,
HEEH : 20114E11H 8H

18

2.EAHMEER
7L
3. T Mtk

7L



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

19



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

20



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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®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. BEBHEEEZETS/0/04Y7z)Lh-YaJImEBEE 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

pxi

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

36



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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JEA G T BCHEE SR A S e i Bl 2 CBEAMR B BORIT e (BRI BBORITIE R 3E))

g
A VA< E

e RERFE
WFZE o HE
WFIEsyHE
ey
WEFE o HE
WFIEsyHE

e
WFFE oA

WFZE o HE
WFgEsyHE
ey
WFZE o HE
ey HE
ey
WFZE o HE
ey
ey
WEZE o HE
WFgEsyHE
ey
WEZE o HE

e 14
A VA <E

TV AIROY—_ A T A

PR A

AMERL Stk

IR
L
FRIRIE N
oAz
BHRRIE
1L

J R
P it

KHE—BEA
e RF5E.
HARIEE
AN
FH o R
S
A H 75 1
R0 R —
FrHELZ
(/R
BagZ
BRSPS
BA &

FEA R 1
e A L o

SR FE S
&G TR B9 o BT ST

H—ARASUVRT—RIZEDLLOAERD T) + UiRDESE

(1999-2018 F£T7—4)

H IR ER K E IR E R v 2 — AR A A S
H G E R R R RIS R et o & — ISR A S

FEINCHFZERRSIE N [ENDREA - AR EEIRFZE 2 v & —

A IRR A [ SRR FE I [ R I AL - AR RE 2 (PR N R )
B KPR BB - Mt R

BAL RSP R P E R SER - ety

] 2R A [ B e f R R A 2050

WA R FERE ¥ — AR - XM F Y =2 — -
R (RS 7 LA N )

TR R RFBEE IR - AR 750 B

Rl RFZRFEREEEFZRAEH AR EREE) N T — 3 >
S8 (RN EF)

W< U7 T ERRE - MpRRRL

T K KR ST b B 75 B+ AR PN
ALK KBRS AT TE RS « RS ARAIE LTI « FRERPR

BRI IERT » PR

R SL R R PG E A0 - PREENEL - IMZR =2
BRIERIRT: - PRRNELS
RIEKRFREZEGEE FSRTIER: - pfE A

] [ R AR B 2 g A A SRR - It R

[T B P R L R 2 R A e AR PR B 2
JUMNRZEIRRE » PR

B E IR

FORER SRR - AR AR

FESZAFSEBARE RN ESCRS R - AR E R SE | o 2 — IR -
JRfshiE N

FMCH 7 UV =y 7 BERIER - Blar vt 78
SRR R AR AR E AT IER) iR AR 7
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MRES

1999 4 4 A~20184E 7 A CTicZuA Y 7 x/L b« Y274 (CID) H—A1 T
AFBETT VAU ERBE S NIERNIL 3416 NITDIT Y | FEEENS 231 AHINL
720 JRREFERI O AITEIT, IMFEME CID 28 T7%., FEME CID 28 16%, 7V A b~
VeRARMABART— T A T IR 4%, WIRBHEIE A A5 CID 2 3% Th o7z,
TV I IRORBERITEL ML TWDL0N, ZOBERIZIT, 7V F RO BEPEITHE
MLUTWLDTIERLS | REOMHENBEOR TT Y A IWORBIENRR L L TnDH 7
DEFERT2OBARTH D, Bilc2REEDOBEARL CJD h—~1 7 U AFBHITK
B Wi RS OfENL 72 12 K 0 L BARNERZ B DTS LT ER] (T &l
J&) 23, WENC TV AR EBMISND LI Z ENRBR EAOTREREE

2B,

A.BFREM

7aAY 7k ¥azh (CID) 1T
SNde N7Y AL, SEICEITT AR
MEREREE . I A7 o — X A7 EOMRIEIR Z 2
L. MmEEES IR A R T T T D ESER s
RAEMEBTH D,

AWZEO BHZ, 7V A RO aE Y — A
TUADT =B X—=REfAT L, bRET Y A
VIROETFGEMB T 5 Z L IZH D,

B. IR AE

(P —_A T R - FFERIF)

[V A PFDOY—_A T R LT BAIC
B2 SRAHFZEHE) 254k L7= TCID Y—o
TUAEFEE]IZED 1999 44 ALK, 7Y
FUHDOREY—_A T U ANEE N TN D,
P—_A T 20X, (1) ENTRETD
BTCOT VI IREHET L2 2LV biE
DT VA IROEFBRER LT H T &, (2)
ENIZB T 5 £ 588 CIJD (vCID) ORA%EE
WEsrzelm2bIcHb,

REZ 1007 v v 7275, F D& %12 CID
P—=_A T URAFE (MHRABCR RO E
=) Bl L, A EEN R CID 4 BT (s
REEREME) OO E5E T, 2plE6RFH
I L DM RINEZIT - T2,

44

=g T ZADIFRFITRD 3 DORKHET
AF LT,
OFFERBIRIFRIFIE 35S < BRRTAAEE A
i)
QIEYIEIEIZFES < | (5 HRYYE)
Q@QHALKRFIZHFEOLND TV AV EA B TR
RB L ORI RKZICHE SN D BERRAE OMKIHE
(23D < THH ARt
INHOMEEE LIS, R TOFEITEEDL L
S BFEORBEIGONTIGAICORER LT,
PE SN2 T R TOE#HRE CID —A 7
AZBS (FF 2 [E%EE) T1HTF2mEtL, 7
UAIRNE D IORIE Bzl . 2ok
FERE, R EEFEICEHMn Lz, S5, 7Y
g & RRE SNVTIERNC OW T, FETHIE
bR X E RIS RIS A EE 4 24 L CHE B
HEITo7e (EFHNIBE L BEF),

(I HT*E5R)

1999 4F 4 H 25 2018 42 7 A £ CoOMHIC
o7 6763 N (77U A IR LIS ORI B
REFE L THRESNATHOEEND) DI B,
CIDY—~A T U AEBRTT U A IR ERIE
STz 3416 N (REAREE)ND 1 [T 231 A
m) Zoptrt e Lic, 7ok, WIS~ A
% CJD (dCJID) 125>\ Tix, CID H—~1



VAFRBEORBELANCIEN S 1996 £
2EFHER L O 199799 4E DRk IRE EGRA I
X0 dCJD LBEENTZ 65 NExHbE-AF
154 N (REAEEENSHMe L) Zoirtg e L
77

(REEmA~DEE)

RLRFOMNNERITAEFEH B R, K4 (1
=TT NADRHR) | AFEFT ERERFRDI) DI %L
HE£LTEY, EAZFFETE DIERONEIIT
STV,

CID H—_A T ZADERITIEL, T TITER
RFEDOMIFEELZ B THERINTND,

C. iRFBER

(FRE B DERHER)

=R T URT = HINSIRIFE RO
W77 7) ol ANOBERET — 276
FEEEOHER ks 7 7) Lz (K1),
20004 LARE, FIHE BT BB E] 235388 B A7z
25, 201048 LAE13200~250 A D TLRIEREIE
THERE LT %, FillEE OFHACID Y —~
AT UAFERICRME I, U AN ERE
(ef&zlr) S £ oML, B TRE
(RS THEE) 28T 5, 207D, ZZHFED
BIRBFIASH O BINNRAEN D, Frlo, H
I D 20184 TIERBEFICRBRFBIN L F
EFNTNDT2D, BIFEEIT AT B (BLBRE
T Do Tns,

HBEO N DERER G ORI SFEE LCHEM
STV D E10EHE EEERER 541 (ICD-10th)
T, 7V A EIZA81.0 (ZaA Y7 z)b b -
Y a7) & A81.8 (HHXARRER D E DM DIEE
BT 4 VA EYYIE) 125N T 5, HMUTRT T
B, 20 L6000 4 (=2—F) RERE
IZE > TR T RMEICG#EH SN2 THE DR
ZEWLTWD, 200555720 2 ORIHE I &
U EDHOX v v TR/ SL 725 TEY,
Z O[T, XA T RO BE I RN
FEEHLTETWAZEEZRLTND (HILT

45

IX9OEILL EME TE TV D LR TE D,) 72
Db, FIRENGEINZBEFHF BN CIDH —~
AT U ARERICRES L, BRI Y U0
EHEERZE (B2 WITERANZHT) Shd X oI
o TETWNDBIENIDNZD,

(REBFROERHER)

2015 4 (HID) ICBTF2LBREOT U 4
MR (A0 100 5 AXHER]) 1X 1.8 TH D,
XA T AN E 5T 1999 F O EEFR
(0.7) LEE_TH2/HELEICEA LTS (K
2), ZDOREEFRED LHZFEMIC O T 572012,
R OREBRZBEE L2 E 2 A, 40 %R
& 50 AR OFEEE CITREEN BT RIR
WeDIZR L, ER L0 EWVERE (60 R,
70 %A, 80 LA b)) Tk EF-4 AN R LN

7zo (X13)
(R RE 2 5B D R 1)
M CJD (sCJD) 1% 2620 A (77%). &

(B A 9 Tk, M CID (FCJD) 7% 549
AN (16%), VAR~ « A b AT —
¥ A H—JF (GSS) 7135 N (4%). £k
FIRMEARIIE (FFI) 23 4 N Thotz, EEME
CJD TiZ, vCIJD 28 1 A, dCJID 28 91 A (3%)
Tholo, HHRETHRINESD CID X 15
ANThHoT=, (K4, 1) ZnbHD 15 AZ>0»
TIEBEENERINET TH Y | BINEHRIZ
SNWTHERRESND TETH D,

(%)
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MREE

JEEAERN I B E (PSD) T Grade A 1 3#7U) PSD, Grade B 1% PSD AN 00D,
Grade C 1% PSD #HE 00 72 Grade D 1% PSD 2VERE). Grade E 1% PSD 24 < 72
WEEF LT-, PSD IEHGEFME SR MRI X vERKR EL LIV A VR0 TH
D, PSD 7 L —FA 7 OIER, ZHsREOT X VT — 2 OEREAENEETH 5,
CID H—_A T L AT DT — & & fftir L7z, PSD #HEE 1L CID 2K T 60%. IMFEME
T 70%, BT 25%, IR T 61%, BB CIJD ORI L o PSD X V1801
ZRHL7N 3%, P102L ZHE7S 11%, M232R Z£#78 74%, E200K Z#73 73% CTh >7, PSD
BEE DR FHFHIRUE TiX total CIJD >non-CJD (p<0.0001), s-CIJD>f-CJD (p<0.0001) .
P102L>V180I (p=0.01) TH -7z, PSD AHH L7ZFETIX PSD NHE LR2WEELY b A
EIZ MRI 2% &5 5N RMEE & REZOMFIZALARLT W EN IR TH -T2, PSD
MAHBIT-IE CIDEE L LT TANAER, L E—/MRREERAIE, 7 VYA ~—Jk, AT
TP 2, FBARE, 7z = v FMER ENH T,

ABRBEM
(RKFHD CJD —_A Z L AZBITDHT V1801 2 5478 219 #il \ P102L 25 #4723 63 i,
U A 98 DR F2 87 E200K Z5 573 56 1]\ M232R 75 5 A% 47 f51,
TV A IR ORI M O S HE L E A A P105L ZHE N 341 TH - 7=,

B 52T 5, wETEA~ADEE)
I PRI 22 M B 1 2 0857 L 7=,
B.WARAE

M s-CID(1487 1)), A5 f-CID(405
%) IR AE % d-CJD(23 #1) . non-CJID(950
B, GFt 2865 BlOY—<A1 T RITEIT
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Grade D (£ PSD 72VEWR ., Grade E | PSD
MNAEL IR EEFE LTz, PSD ME X CJD &
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FE1X V1801 £ %773 3%, P102L Z £ 2% 11%,
M232R ZE A% 74%, E200K %8 778 73%,
P105L Z %3 0% TH > 7=, non-CJD FED
PSD #H% X 11% T, PSD A b=k BT
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PRk 23 424 A 1 H22B AL 30 47 11 H 1 HICHIEKRED & - 72 4213 SEBNZ DV TR
EATo 72, 0 4213 JEBNZ DWW THER P DA A~ —h — DT 24T~ 7=, 7V A 955
—_S T UAFRERT TR SN, 7Y A 95 & 2l S TERIEIE 986 JER TH - 7=,
BE R A AR S LT EFI O IIVRPE Y A 913 891 JEMB, BARTE TV A L 9RIL 92 JE
B, ATV A IREIL SIEFI Th o7, FET VA UIRIL 621 IEHITH Y . FET VU AN
DIEBITIHIEMEME T A A TV A = —BIERHE, L —/MATIERAE , Frgaflsai e
HUE, BEBIEEE CThHoT-, b N7 U A IROBEICRBIT D IMBEMET Y 95 O BEIER T
DA F~—71—(14-3-3 ®HH WB,14-3-3 £ H ELISA, % 7 & A, RT-QUIC %) CILEE
81.7%,71.1%, 74.9%,70.3% X 79.2%,85.1%,77.6%, 98.9% C& - 7=, RT-QUIC %
1% 100% Tid7e < . BBMEERIT 13l CTh o7z, BRI TS A~—h—LRET ) A&
B N EEEYE (RT-QUIC 1) TRaME » 725ERIT 1 20 H O FHEH THMEIZ 72 > T2 SEH]

0 8 Bld -7,

A -HIRBH

TIVF R —_A T RIBITDH, &
N7 U A RO EE OB T DO NA T~ —
H—OEMEEZHLNCT D Z L RO
MEOHAME TS,

B. iIRAE

PR 2834E 4 A 1 HML 30411 H 1
H & T O R K5 = ol 3756 b 78 B Rk 4
53 T FRNT 0 - IR R R 5 4y B
(CHHE S - R BT 4213 JERITH - 72,
(fREE~DEE)

FIEER BT - AP - X RICE b 5 4
R EFTET HEMANH 0 . NCB D HHFIE -
B FBR & 1 5 S0 - TBAR TR % SEBR A 1
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ZEET L EENOMFEI N 2T
AVN—THRINDEHEERFEEZES
(MEEAELZES., BIWFEREZES, iz
DNA EBREZEBDITB W T RENENEAE
AL, WFREREE - A - e x RIS
W72 VEEBAIZNET LTV D Z & D3RR
SNTDOHIT R D B FF A S 45 AR 2
WMo TV D, e E T, ANIZBD 2 B
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C.HIRHEBR
1) BEWRRRAICRIE S iz CT¥pk 21-29
RET VAR —_A T AFBRICT
Rt S AT SEFI D T, 986 SEHI T Y A
VIR 891 SEH], BARMET U A IR 92 JiE
B, AT Y A R 3 JERITHh o T,
(#F1)
#1. B b7V A UIROBREOBER T DA
T~ — T — DFEMNT
14-3-3 | 14-3-3
protein | protein
ELISA | WB

RT-
QUIC

assay

total
tau

protein

79.70% | 72.10% | 75.70% | 70.10%

P

i

82.90% | 89.90% | 79.80% | 98.60%

\l
4

P

2) FETV AL 1648 JEFI TH Y . FE
7V A IR ORI TITIEGEETANAL, T
IV NA = =BT ESE, LB —/MATIFE A
it . RTSEAERAFREE  CFIEEE R T o
>77, (F2)

# 2. v NV AROBEORERTF DA 4
=D

RT-
QUIC

14-3-3 Total

protein

ELISA

14-3-3
protein

WB

tau

protein | assay

sporadic | 89.80% | 79.10% | 83.30% | 74.50%

genetic | 40.70% | 36.80% | 42.10% | 32.20%

acquired | 50.00% | 50.00% | 50.00% | 50.00%

3) b TV A UIHOBEICEIT DI
YT U & IR OBEIR DAL A~ — T —
(14-3-3 % 1 WB,14-3-3 # 1 ELISA, 2 % v
#H,RT-QUIC ¥5) TILRE 81.7%,71.1%,

100

74.9%,70.3% . FRE T
79.2%,85.1%,77.6%, 98.9% Cd - 7.

4) WO H T REPEFNIZ OV CEMRR &
1T o 72, B 54 RT-QUIC 7% Fa M i E 51 12
XL TE D% 4 HERICHERRG 21727,
(5 3)

#3. HREKEICHOWTT I AU 8 JE
BIBETRHRE I TN A~ — D — DGR e

-7

14-3-3 total tau RT-

protein protein QUIC
— + 562 — 1369 — +
— + 874 — 3238 — +
— + 1021 — 8812 — +
— + 123 — 1329 — +
— + 673 — 1432 — +
— + 1192 — 2918 — +
— - 983 — 834 — +
— - 711 — 743 — +

5) RT-QUIC 7£1% 100% Tlx72 < . #EH
MESEBNX 13 B CTho7-, (54)

# 4. QUIC {EIC BT B A e f

*Primary epilepsy 5 JiE {5l
*Symptomatic epilepsy due to CVA 2 Ji: f4l
*Symptomatic epilepsy due to
Encephalitis 1 i
*Symptomatic epilepsy due to

Hashimoto’s encephalopathy 1 i fil
*Hashimoto’s encephalopathy 1 i {3
*FTLD-TDP-43 encephalopathy 1 i {3
*Alzheimer's disease 1 i {3l
*Hypoxemic encephalopathy 2 S
*NMDA encephalopathy 1 i {3

E.#H
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Val illCfF7E L, = K> 129 13 2Rk A7
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FIEG CEB T ERERBE LIERIL A<
a Ry 129 OERIHEFERITH D0 E 5 D
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7o MMM IR AR Cld, A CJE M Bl 8 &
(PSD : periodic synchronous discharges) %
RO o Tz, BEHE MRI (3RO ZEHE 2
83%(21/25 #i) TH &AL, HIFHZEAR & D ZEiE
Toh Y /TR Tz, SEH0R
A% - T2 s8R i - FLAIR TO R - &
JEEZ D REE F I3 af CRETH -7,

D.EE

Mano 5 9D # & Tlx, 3 FHR(F% 2,3,9)
D 9 N2> T haplotype fENT 217> TH
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RSN TR Y S EIOMIT CHRME
o b EEOR RS 572, GSS-P102L
TIXIUMNALE L B IC RN ERE T 22 &
MWE SN TWD A, A#FTT GSS-P105L
ERCHERICEBMBORGFET S Z LB
LNk lroT,

Bhk 14-3-3 A, ¥ v EHIX GSS Tk
EH LA Z 2% < 1610 GSS-P105L T
b M RITS 4 13% & K> 7=, RT-QulC
X GSSS-P102 Tl 90% & @ W EMER 2R
9. GSS-P105L TiIL#Eik RT-QulC DO
PEZRIL 63% &KV, Z4uiE P105 2% leucine
WCEHREINL L a Ry 129 O H R
VRS DI A R PrP O SRR I
RT-QulC TOEIEA 15T 5 AlgetEe, Ak
WIZ I 1T % 58 1 o0 i I 32 HR 0 O W i D #g
& EORMMNIRIA L 72> TV D [ HEMER B
Z b,

GSS-P105L Z8 8%, AL TIL 1 #lD
HAXYADH—_ AT ATHESINT
WHS B IR R A BT e < I
BIToH O KRBT OWmE & AR ORI
Th o=, P105 DZEFRIIARLE F LIS,
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HWE SN T 5 (F 3)1920, GSS-P105S 135
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sCJD) . BB M CIJD (genetic CID,
gCID), VA h~r s A b A RAT— Ty
A > 71— (Gerstman-Striussler-Scheinker,
GSS) . BHEMFEMEAIRSE (Fatal Familial
Insomnia, FFI), &GO EFEME CID (B
Bohil, TEERRG . AR, MG ERmR, K
ARFINR EIC Xk D) 2R CJD (variant
CJD, vCJID) KAl b, V
7Y FEA (PrP) B 7135 20 Ltk ki
HY, TR 129 &3 R 219 OZRNPAFAE
T %, IFEME CID T U A EAEBETO
o K 129 %% (Methionine/Methionine.
Methionine/Valine, Valine/Valine) & 7' 27 7
— G PrP Oy =X & 7y MO
fER (1AL, 28) ofAGbEICEY 6 8z
DI, RBEMEELTWD, KO Y A
YR TCIE = R 129 2T 90% BL B AR
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URL:https://www.mhlw.go.jp/toukei/list/81- 2. ERAIEER
1.html. 72 L
3. ZDith
F. REEKRIER L
FrRogH 2 L
[ 1] 7V A IR ERE & xR AE O F AR R
%iE 1
£k (N=2,402)  sCID (N =1,674) gCID (N = 533) GSS (N = 118) X (N =707)
n % n % n % n % n %
i3
] 1,049 (437) 736 (440) 218 (409) 59 (500) 366 (51.8)
Z 1,353 (56.3) 938 (56.0) 315 (59.1) 59 (50.0) 341 (48.2)
REBFER )
T+ EERE 68.8+11.0 68.9+9.7 73+11.0 55.7+10.1 61.7+14.9
=K 93 91 93 75 96
=/ 22 22 26 22 4
PHDOHEE
= 355 (14.8) 241 (14.4) 65 (12.2) 9 (7.6 ) - ( - )
[EJEES 1,807 (75.2) 1,204 (719) 467 (87.6) 109 (92.4) - ( - )
Ly 240 (10.0) 229 (13.7) 1 (02) 0 ( 0.0 ) - ( - )
OFY 1208 8
Methionine/Methionine 2,207 ( 91.9 ) 1,596 ( 953 ) 440 (826) 96 (81.4) 660 (93.4)
Methionine/Valine 185 (77 ) 68 (41) 93 (174) 22 (186) 49 ( 65 )
Valine/Valine 10 ( 04 ) 10 6 ) 0 ( 0.0) 0 ( 0.0 ) 1 (01

CID: Z7uAY7=x/bb - ¥aTzyy, sCID: MM CID, gCID : EiatE CID, GGS: 7 /v A b~

Ve AbMBART— AT IR,

[#2] 7V A IEORIEICKHT D7V A EABEGF O = K129 2778 Methionine/Methionine
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Met/Met Niet/Met I3t BEEODRT1y YRR SEBOCAT VAR
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( ) ( )
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" American Association of Neuropathologists 94T ANNUAL MEETING

AANP

AMERICAN ASSOCIATION
OF NEUROPATHOLOGISTS

June 7 - 10, 2018

Hyatt Regency Louisville
Louisville, Kentucky

This activity is provided by the American Association of Neuropathologists.
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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

Chair
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Chair
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Chair

Speaker&Chair
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Chair
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Speaker

—— Chair. -
Speaker
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S;;éakér

Speaker&chair’

Speaker

Speaker&Chair

Chair

Speaker

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
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Abstract Title Epidemiological features of Prion diseases in Japan - Is the Incidence Increasing? -

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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