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B Profile
2005 & JLEAXFEFE %
2007 & JFEXFRFREAARRIERAREEF BT
2009 & RMBAZAZFREFZMAREEMRFTIHFELHRE $DERZ
2010 F REBAZAZREZMERHARE
REICED
2008 F YIvUAL - Iv)UBKRER At
2011 & JIvPAL - Iv)\UKLERE Bt
2011 & SREFREME BRAMEBREYY— METRAE AR
BT B X714 I REFEE

WMET - T—IENCRKODTUF VROFELERK - K& - PRZHEATOHE

m ] E

THICBIDBRIETFIHEICED LT —F LERMRBCIRMAEEDT —FZRWNTSERE U 2 DOERTH
FOBRZERET 2. 1 DEDIHFEF. FHICHITDMFEM CID OFERMZRSNCITHILZBRNE L.
2001-10 £ TOBRIETFIACEDLT—F (MEFSRIDMFAEM CID OFRER) ZRVERT Uz, EEAT
BRIOREERERL ZFE L. FHICHEU TECORMBRRE TMEEM CID BEMNZ VLD ZRELUTz. F80
PEHREREFIBMT 1.026 A/100 BA (637 AN ZET1.132 A/100FA (733 N) Thofe. 5%l
ST 72TV, BEFREDNERSNTLDIRRE (2006-10 F) THREDMEMNECHREHNLEWVNT LD D
holze £K2T. AFICHITHMFEM CID OEERMZERL. CNFEGCHD UL [FERENEROFEZ
TmEUC. —75. 2 DEOMZRIE. EBESFICORBICHIT O TARTFEENEST CIOEREHNEIRT HIE
RODIEZBESHCT D EZENE L. BaMRBRRMREREICKS 2003-08 FD CID -1 SV RATF—
S FVERT Ufc. BBIESEIRDEL 455 flZmRE U, BEES ETOMEROREEREZHE U, L/ \U—
FEFIVICED FRARFZERERUC, FBREU T, ZEIROBHIER Y/ \MEEDFEFERICESESERZR
U SSITBERD SEEESAERE CORKREE 3 DDY AT (B, EEBERK PHEANBERZER,
BERPHRERSZREEH) ([COMNDILZRU. fERE LT, RRIEREEICOIIDIEREFARTFZRS
MCTHEHIC, BEEFFROUR I ZBINSEORFZRESHIC UL,
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02’55ﬁ12001¢—2010E¥ TORLEETFIHEICE
DLTF—5 FEEFRFEAOIMEEECIDDFE
#) #AWL,

O HASKRDEHR - 4R DIFELFEERZTEIC,

HERTRBDRE(CRERLEFFE L=,

ARBOODMMRAMIE LR TR LS F R

5.0 500
’2“4.5 450
40 “ [ Men m - 400 o
%3_5 --o---Women O 350 §
530 . 300 8
2. OEBOTMRER (10F43 ol
E% A¥) &, BHETI.0264/100 £
220 FA (63TA) . KMHTI 1324 200 g
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g15 /10BN (T33X) . Q| o2
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g10 100 8
205 s0 5
% ] :

0.0 = B 0

XD X O O > BNy > D AQ
VS S S PSP E A
At Risk (/million) Age at diagnosis

Men 289 30.3 31.2 33.6 37.8 43.5 47.8 45.3 40.6 39.8 45.5 47.1 41.4 36.0 71.9

Women 27.4 28.8 29.7 32.2 36.2 41.6 45.7 43.5 39.5 39.1 45.2 47.8 43.4 39.7 108.0

BRBCODMMRME LRT AL LS FRAIN

2.00

| @2001-2005%F &£ 2006-2010FE (2 & 1+ 2 REEMECID
175 + EMHEMCIDDFREKLIZIZENH o1 (20064F
TEBEFRENEASNSZLZDH) .

£1.50 -
2 L ! 1
§1.25 - A s

£ 77 / \f\‘ = ..
E LA ~e .
2100 - /\\, ™ D e
® { \r/\
8075

e

2

---.] —e— sCJD in Men

| --o-- sCJD in Women
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x RUMREERE ]
'Bjﬁﬂ)mﬁ (FRITBET BTRAEHELY L LA 10
Bi  (definite:probable) 38:417
5 (B 177 (38.9%) 08
REHSBHETORM (A) 2.9+2.1 (n=437)
BEBEOER (F) 68.9 £ 9.1 (n=433) 206 -
21-30 0(0.0) F B ORBEE O EEROFE
31-40 3(0.7) =04_ F. BHICERMERSERESIEEIT.
aros0 1228 ' KL (95 EHER)
150, CRIEEE) | j o 2,'{::3:’,’; MBS DM 1.50 (1.14-1.99)
61-70 157 (36.3) 02 L EABY - BB O /MMIEE: 2.15 (1.61-2.87)
71-80 168 (38.8) L
81-90 31(7.2) wd #
91-100 2(0.5) T T T T T T T
Codon 129 types [MM:MV (HEZE %)] 98:10 (23.7%) 0 2 4 6 8 o 12
(R (eEG) EAA—S2 5 P B ORM (R)
JEEAEEIEMER E (EEG) 417/446 (93.5) — 105 49 20 2 19 15 13
#RBIL (EEG) 367/407 (90.2) =& 2 o : 8 4 g
BIES (MRI) 377/402(938) | | 88 12 5 2 2 1 1
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M Profile
BB 57 F 5 R R F R EBERSE
BEF0 B9 &+ I BB KR = ERBhF
R I BB K2 =2 BB B b £ 556
WD~ 144 I B RF EFEBNEIE
E®I11~124%F KIRAZFEEEMEMBEE ()
Y16 ~22%F IRERFABRBRREBHNE Y —8FE. tVF—FK
¥m 19 F~1RE B RF AR PES R EE BRI AN EE R F BN A BRI BRI
T 19 £~1R7E EZRMFE EFBAZREZRMARNERES R F BEFREEnREF NI (D)
T 23 F~1R7E DAY ZERSFEIYEIRFME T 5 — AE L ERGEM R EPIEE (D)
Ty 24 F~1R7AE WETHEE - I EIERERIMTI AR 2IFEEPIRuE (D)
m B =
ENCIFUSHTERETDIEEYN THOAT « DL v ROVZFE LT, TUF REREHIOREMBITICDL
T, #IET .

XTA DI v ROVETUF VOUFEEZRELL. BEBENDEREZHPECTH D, XT 1N+
NOV=EFEERITHHIC, INFT. TUF VEREDEEEYFEME. EFLZETOISLRE. BHANER.
HHRRER. BRABOERREFZT O CHRIlc. UL L. INHEEREEDCHITIE. B ETNEESEVEZ
{DEENH D,

EERHEECOVCFTITYERFZINEITOBNRHECHD. BMIL— MEHEILL. GMP RE(CHE> TR
REHET D, HEEMFER. ADMEHBRZREL. (tEYOREZERNS. GLP ARECIED T, FHRRT M
BRZRMEY ©. BT ICH-GCP ARE(CIEL), RKREHBRZTOMNENDD.

FICTUA RICBENTIE,. £ MNIWT MO TORERERBIEEGHDIRS (First in Human) THHR. #
DHOFRERODEROAEN. BEREREROERSREAFIOLNEMEEORHNDD. CNSICETHEREN
ISE DI ULTHTHER U LT,
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TARICHRHTRESF v
ROVEBREDRR
(H24-8 385 (8)-—f%-004 )
It B2 K Bk e

EEREERBRARE
FEH—X

EXF v ROV DERESF

N (ppm)

NMRIZR BT A5 SN 2 (=

HEEEOREE

ERRE keony < DREEE K,

1 2
e . SRR, HE
i[] 'E‘j-*g 0) EE1%4klR (:I.% ﬁ q:# Eq:) FLHICHEGREG. RMSBMHERR R2UEERBERVT. SEEHRICET.
1. 20145 BERR ST X B (EIN) 2013 H25
(M T7AI—TEBILEMRUT AV —TERA S WA (FKHE5618042 T
B) RBEEF-ZE-—X b
(2)FVF AU EMET BN H RV EORA (2014511250 HHEE)
REHEE - ZA—X
2. 20144F EEPCTH M
(WFRTVAALEHDOILAVBIERUVEDEE R E. T VICFDEEMERY
(20145F11 118 JSTICLDXBRE) RPF FE—K
SHOBIEE: FREREHRBRERSEELIMT S,
MRS BIEICBTETVA U BREIRIEZOFAICELT, AES,
3 4
P092-TL AV ERIED P092- YL A ERIED
S B R ER R AR 1% 5 5B Y IL4E R E af 2R 1% 55 ER
. . * 10 mg/kgl EOFAETAMERNDZELE
RS mp/ ke E BT, (VRS nEEEEQEILAHSNDH, ZHLL
[F38<4<, HELIDEHBH L. SOBET SRR o (RERE
EREL)
s MIkZEEOMPEMREEICONTIE, s MEREEOH-MAEYREIZONTIE
10 mg/kg'C“!iv RERLEMTINEYD B5ZLEETIANGYDOEDEYHA M H
EOEYMMbIEEL. [EEL, RERECLYEMT BIERA
Hoht-. BARERHERERE (LE M o=
BRLHLSHTF(IUR
HEBRREt 42— REUARH(RS) BEXEHLSIAF(IUR
HEBHMRtUE— REUFRB(ES)
5 6
EFNEEMRER CHROEREMERE — T U 4 VRARAR|DEIZICHIFT— 13
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B [TJUAVREREHOZE] RH KL

RKIEMTIA mOEBEETER

RER BRERER

Gerstmann-Straussler-

P102L, P105L, A117Y, G131V, F1985, D202N, Q212P, Q217R,| 7 A= Ease!

Mm23217

D178N-129V, V180l, V1801+M232R, T183A, E196K, E200K, | Creutzfeldt-Jakob disease
V203l, R208H, V210, E211Q, M232R

D178N-129M Fatal familial insomnia

1138M, G142, Y145s, Q160s, H187R, T188R, T188A, T188K, | Z Dt
P238S

P 3MEEDE(E

1. BSERRRAZUAHILE LUCIDEE
DMFPEBERIES X5 LHEE

RIBAY P2 EMAERLAERMES
PIRBEAD (5). MEME)

O BENHTHOBA EBSL3RBEADRKA - RE
O REDRIMEEDIRGT (FIMEHS ADEERRLE)

O BSEEEYILOIAEFORFIRERE (Ritf7)

LB AT PIRRER
LC/MS system (Watersit)

2. FEDRYIELHOEHE - BERISROBRE

FAZR (RT-QUICEEED)
24bp, 48bp, 96bp, 120bp, 144bp, 168bp, 192bp, 216bp O BSERRADZ U1 )LD KU /
Bf&Z L\ ZRT-QuIC EMNEBLERGEER 7400
LD;I;;:&)(;;Y*F‘ECAN&(EL BMG
7 8
BRERAE BERERE
ﬂﬁ%‘i%bﬂﬁﬁ?& RARSMHARER &S INEREER BB (201451288 E)
N
7
120 /_//— /;
100 /
80
/ —smiE%
60 —Resk N F A ML
/ —SMHEE
Nya
55 . . EPORBESEE
L'/ J . L REOREDHDR
0 . . L
LR R R R PP D DR [] - maommowss
9 10
RAFERTT21—IL(A—FTvT)
GMPELE GERR) AR
A
ABRGMPER GZHA) AR RMF |
11 i
% Ao %
58 2
a 5% B
RS L 12 sl
F T - - %
FYA BRI IR ARRM(PI) “é( 7 31
TKRE(P3) g ;2
- TKIE (P3) 12
A
: 4
EHEFRRANS |, | BAESTRMZMMISTER1) 5

TRMIEORE
-
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B Profile

1976 FRRAZEZEEE, RRAAZHERNRES, ERERKXZRF. RERAZHF. FERZHERARIE
B, FORAZMBEARBEIELEZR T, 1996 FRREMERAFHEAR (B, KAERMERRES) HX.
2006 ~ 2008 £ . 201 1 F#EAZEFHEFH K. 2008 FEREMSHEMNR Ty Y —K. BAFEEES.
BIRZEZEMHEREERR. 2014 F 4 BEZE® - #REEMAEEYY—EE - Kkk. 2010~2014
FHAHRZFANRES,

#RARZE (ELICTUA VR, EI\WNEMSE. 7ILYI\AX—REEDEMEER) HER,

H =

TJUFVRIE EETUF VEBHDWNITUA VEBECFEENRRE T, PREESEERNEE URETNER
RISETULFEH 1.5 F£T 100%RICEDHIENER CH D, TOICABRLBRPECHD. NEICEEREUSF
DTVUFVZEZOBENOD "B’E" [CLoTC. EMIZRAIOY T TV - VOTRHSHEEUERZRE
BRIV EFERRICHULLD. TOREREITEOLSE, TUFVERES(L. "mEH . SBREEEE. T UTR
O "B’E" BEDANZALFEL DN >THEHT. BICEMFEEEZDEELLEV, Fio. BREE 100 A
[ 1 BEMHTHTHD. DRETIFE. EFEDTUA ROT—XA TV A ERBREFEHICEDDAEMNZFRIN
DY —RA SV RAZERZTOIRTCHZSTCRESDREE - REHYTOHNTWLDH, 21 - BEIRNENTHD.
SHASERRRRERBEDETRTH D, Flc. ZERFFIC 2 @ERFEINTVDD. REDETODRIEEZ D L.
BENENDITEDEBOND. LIch o T ERIRERZTT D e ICIFTRIFAEFID U 7 )L — MO BARREDEERRE
ENRETH D

CDXRDIFERND. KEXRZFORA—XRBFEEARMAELTD [TUF VRICHTDEDFI v NOVEE
EORFE] MR [H24-#a%E (- - -004). MERRKE  RH—X. HEREE 20215448 1 H~26
F£3831H1OxEZRIIT. 1 FE5E JACOP(JApanese Consortium Of Prion disease) h'5%iZ &1/, IRTE.
BREREICBTEABMANRAY — M UIcETCATHEHN, XL - BEDEZNAEV., BEFIARE
TBHEHICFE. KDZLLDIEREIEFDSMDUETHD . BREOERICIECHIZBEWNT HRETHD.
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