B [DHECHIDTVAVRDOY—NASUVAERAME IV -7 L JACOP] KE &F K&

F A (prion) & T U A% (prion disease)

(1) VAV : UL BAENEREH S Gl (BRE)DSHD
RUYBICWAT B EICKE Y DENERAICERL. WEMME
2BV IRRERE. TEEBRRELE (Transmissible
Spongiform Encephalopathy: TSE)&HU1 5.

(2) BREFIIFOEOLO (FUA : BERBRKT)
ER7 VA >EB (cellular prion protein: PrPe)
RKE T U A EA (scrapie prion protein: PrPSe)

(3) ABRERREE
Ek:2040Y2 IV ITR(CID), ERECIOLE
¥ : RYL—E—(Scrapie)
¥ HiBigRELEBSE)
B 1EMEsEscwD)
B, Vo, KE

(4) BEHRR (T2 BOBEFPRNPOER)

Juz 88

lhl”ﬁ}/" Fiv

w1 b 129V
111 112

& z 324« =
T e
ARG -

12988 MM MV VWV (%)

+ 23-33: dyneinfERRAI (E1TMIX)
» 53-91: kinesintfEREI I (IR1FMIX)

#(40ng), B, F(3ne)

(Prusiner 1996, Kaneko2003)

* GPI: glycosyl-phosphatidyl-inositol
- BE(1g8Y) : Bil4 ue), WA, A,
Fi(200ng), &/ @#&A5(100ne),

ErDTVAUHEOERICK D35

BEETVA U : MFEMHCreutzfeldt-Jakobfs (FAFEIECID)
HHY (MM 1,MV1] KR (MV2,vV2]
HRE [MM2A), BEEMM2A, BEE (V1)
07 7—ERE”RT VA V% (VPSP)

181 (environmentally acquired/ EE#tt) FUA U5
2 —Ib— (Kuru)
ERMCJD (EEBiE#HCID,. TEERAIZSCID, (i)
ZERBCID (vCJID)MM28B])

BEETVA VR
RiEHECID
Gerstmann-Straeussler-Scheinker & (GSS)
B REETRIRE (FF)

BERERTHRDFRER

-—ESY —ECN

2

BRICE1IDTVA U HORRBEE

84 (4.1%
FERYCID: 1 F (<0.1%)

2,026/ (MK 3,878MH)
(1999%48~2013%2R)

BERBBHRCID:83 Bl (4.1%) B:x
854:1,172 (42:58 %)
386(19.1% !:7.9;:111(1594)n
WRHECJD: RAMM (n=1,458)

298 #l (14.7%)*
GSS:84 fl ( 4.1%)
FFl: 461( 0.2%)

18.2 £ 17.5(1-202) B

FRE(76.5%)
HMFEHECID: 1,550 Bl

*BEFEAFXARD 6 AZSL
7 1(0.4%) 135RDM

TR REOREEERIEE

600+
~@-sCJD
500 —A-dciD
-.0-+ g prion
—e—allCID

400+

3004

200+

100

T T T T T T 1
0-9 10-19 20-29 30-39 40-49 50-59 60-69 70-79 80-89 90< W

1999~2010%

EFHNEERMRRE CHORREERESR — U 4 VRaRESIORIZICEITT—
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F 28 EATERREEOHRE

B [OHEICBIDTUA VROY—ASVALEARME I Y — 77 s JACOP)

KE T &

HHREICID MFEIZFRR

PIRARS : F 47 %
OREMER -

Sigt: MRS (PSD)

EE38

INBREBITL T IV

Insertions (2-24 repe
Deletion (2 repeats)

REVER

4+

|

Y 145Stop

) | Ri4gH
Y163Sto

D167G
P10 N171
D178

V180l

M129V

A117V
s1321
A133V

U8B (BEF) OERESELHRNER

E219K

l231
,Iisa
]

COOH

7 \\
W\ M232R
Q217R
E211Q
Q212pP
va21o0l
T183 R208H
M187R | E200K
E196k V203l
F198S

sy

10

18

- 2303 -



F ey e FESTE, .

SN ERTREE CROREEIES - TU 1 VRARBEORIICEIT- 19
- 2304 -
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F 28 EAFBLBRETEOHME

[ERfem-mEERRR Y 5— bS5V AL—=Y3F))b-
AT 4 DIV EY F—-CBIFDEMESRRDER]

HH (B 5%&E

T - HEERTET R 5 —
RSURAU—2aF)b- AFTsAlbEVS—R
HEFRT BETREARNRSE ((HD)

B Profile

1977 &% MHEAZEZEEFRIZEZE

1981 % EMNAZXRZRBELTFEET (BEFED)

1984 & EMXZE=A% BF) %

1987 &£ TSV )W - )R o —)UERET B iRE

1992 &£ EifEHE - |y —@REn ER

2000 & BfZRT ECFERRAEMEEE

2008 £ NSVAU—3FI)L - AT DL EVI—RHFE

2010 % B ATBOEAEICREIT U,
(R EfE® - MREEME Y Y —(ICRINEE
FSVRAU—23F)b - AT hlbEVS—FK
HIRMERT ECTREEEMESNR (D)
REICED

(P99 EF)

BRBEHRBONFEYZ. NFoER

B REXFEAFR EFH - REEOHZHER FEIR RIAFEFR FEHHEH. 1998 FhH 5.
BHE B MRRBHAEZEE (R, FH - SREBMERER) (CLHYA N7 4 —([CH UL TREZR
HIDICHDOMRIMDEEARE IR) Z5 8 15 FITESTEHDH. 2013 F 4 BANS.6 BEICHMELTLS.

m s E

EIiLfEM - MREEMRTYY— bIUAV—Y3FI)L - AT AV~ (TMC) TlEk. ERIEERED
S (70O N I—)UER. ZREEBEFIEEDEM. PMDA EDOEZHERIE. TOIV T MIYR—I AV M), B
FEERESRY AT LDBE - 818, HYAMOT 4 —BERABRR Y hD—0EEDZEEETO> TS,

TMC &, JRRERRETIETO M O-ILERNROES. BENXEDIER. 78 CRO XIFMES AROERD
Hgr, BRRUIYA MU—RUBRR Y MD—JF0ORMAEFIOREICEST &, FIOEREMERME CIIERETES
P SOP ENEEEFENEDNE]. REILBDAEBRETEEZERE. CRO DA, T2HBRONE. WREE
HEEHREScDEBERNIES . TOERIFLINICESD. BICFHRY—XZBLc First in human EREERFE T,
ERERART —F/\wr—IR0OTONI—)LEFEOZHMEICDOVT, PMDA E—DOBRZEDEDOED
THH D, ZLOHHIESNcEERIICZORBRZE T/ IY—ICBRULDDHD. AFERCTIF. HEVF—DA
BN OBRERZRDE - #5EEH|(CDWVT, First in human ERiEE4R8: 2 HEazhiDc. ZORNBZHRET .
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B [EY&E# - #EEEMATYY— NOUVAL—Y3aF ) AT EVI—(CHITAEMTEEARORR] HH fB— %%

EFOERFTRNS TROMEEEED T RRRES OMT—
TRR2742A 148 (L)

B mRERME R 4—
FSYRL—SaF b AT 1A B E—IC
BT HEMEFROEER

KB #H—
rSURL—Lat L AT hL o 4—B
ARMER REFERARAEDR
EiA - pREERME 42— (.

$NCNPOEF T EBBROEERR

NCNPFED S — X% B\ Z FIHERT A58
@ DMDEEEI S E UIe 7> F 2> ZEENS-065/NCNP-010D
First in HumanEREEA!

Q@ RERARVSREERCEREE TR E LI RBIEENE
OCH-NCNP1®DFirst in HumanE &£ 254!
o) GHE o
@ B OT«—BERRFELEIIOTAAQIORTUS ) TUILOBEM M
RURSHZRT T Bd0EMEHERAEER

Q@ FUEHE HEBERBOETIEFNRZS3 OO TRESIMEORY b
(HAL-HNO1) (CRA9 3 EMELLER

QDMD%%‘%%T&& URBBETILANS > OE TREFESAR /

1 2
l'h
) 25  EMEEAROERMEIENRIEEE
G5 Gmyzo RRRT A NS T
s v EESARTOSTO NESER
o]
sl v LI AR, EEREIEME. CROEEDHERE
[sptmry | omwm-mire | AN —— . e
mg\i st TRERBHEE DV - tETHE. 7 R/TAX
ZARRRS | v REIEEE
[ux-zaauen \ /
Fr—2 R
P ]
TMC = k32 ARL—YaF - AT AN~
3 4
pZ &
t‘g EFEWAROZIBEH (S —XBR~ERT O M I—LHE) \’3 EMEEEROZIBMES (T'0 M O—UHE~ARENE)
NP o
[ HEE ) R > [ EHER S ERER >
m[ > ZER - B | ( (e LA L e L J - C TMCT U5 NS r 8T - BB (T - THC - MR CORaER) )
RO | m Z M ETI finda.... 2
....... = ) ; e =
ZREZ) Sﬁ ? T - : ; O HIRIIEIREBER
T ;I) % Mg |2 5 ERRARE OB = — 71 -
( mEEmRAERED £ E EINE- = RIBLUEOMRAIRI
M | o Jord-u5y> = C Tl = L =
c | § litoan 5 ) il |2 z (eresEnamnz¥em )
© MRWHES = | (e om0 8 7z
8200 I - " KA OLEXIRGH
PR BEGRALS) LRAUHOTMA . oof S |+ REAPORE | oicms
= OE=TUSS KR FHTATAD - mmaﬂ —~ é :gmgﬁ (RBLIR - : g‘é& ix:xmwx)
L 24 | s==sudxms—svrssor, | Qe kL
SRR - TMC - AR SEEL CECRLS | Gy R SNOREENS = Remudy
- e
{ Tn{CjiD-;‘le KeF—Tv—n'Ed - W% : o
'3 6
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F 28 EREBLRSTEOHRE

B [E7Es - SREENAEYY— NUAL—23t)b - AT hb 5l 0EMESRROER] HKH #— &4

Pa
‘0 FIHERFEEAER (7> F > X#%ENS-065/NCNP-01)
<PMDA & D RDZE>

[[2011%0m  128) 2012467 128 )  2013%38 D)

)
3
)
q

el
GEER)

©ERTO MI—LORSEE
o MRMES LU
RRT -5/ r—SORYE

( csma

% E3
g' n Ay M 'H'I*
# i
# | ) -
8| % = ¥
il = ! :
g HIINE §
5 | 3| = £ E e B e
| " 2
| g =
= ~ 2
| g =
% H
2
) g
g ()

|

|

y 4
@'
,‘,, FIHEREEBER (7> F> R%BENS-065/NCNP-01)

k] Phase 1 (SHHRRNHER)

SHA>  H—jEl. AEMSIEERRR
WHHEFR  DuchenneEFHZZ hOT + — (DMD)
&55% DMDEE : RIERRMRAES. 3 I/Rk—b

FERIEL B R— h3~44]
SHERE (F=Z314H)

ZEH
(BURETAR)
IAAT—H—5Hl (X bOT+>FR) . PK
HHE -INREBEEMRE UICFIHGRER.
SBEQOUOI— NI EBLZA MU — - Ry D=0
G

-DM(&. PIBRBAROZIEF.

7 8
s l‘
J & ~
Q) FiHEmzwag 7> 70> zmmEns-0ss/NoNP-01) Q) FHEmESER  mEEROR >
(7 >FE > A#%BEENS-065/NCNP-01)
<AEFRSIUERLEFAEEIRORTS1—IL>
ol i /03E§ET£EEE7J\5;‘SS§§§E{¥E%‘ (BREFFE(R)) EiEfh,
v EEE-Fo OB ERBMEL. AROBEEERES.
Cohort 3 * AREGUBEERTHD. BN - REOKIISEEC
DNTHIRIRDERN RN, EERRHNLE,
Cohort 2 * BWEDIOYIREING—>%ET BDMDEEDEH AN,
v R ERREETRIXT LA (Remudy) KU
T SR 0D« —EaiERFRy hD—FHR (MDCTN) &0
Cohort1| [ B EYD CER.
1.25 mg/kg v EREMRERVEAOU - IRMORS). SAREIEL
Zhl&E UTZHERE - TMC - BRI F — AT —IHFRaI R,
1 5 9 13 17 s 2 25 29 31 35 39 43
Weeks
9 10
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TUZ VRO HAEREZERDIRIA

Ee@R EHIEKE

ETFERARFEEERSHZA
SIS MR 32218 - JRREFRZIERFT  2UR

B Profile
ZMB59%F 3R EFERARZERH ZE
B 634 3 A4 EFERNRZRZREZNRE X
B 48 EFERAREHPRBSHRES BIF
T 6-7 F KEEUZEEMZER (NIH) 8%
e, 8% 98 EFENMAREREGRETBLE B
TR 19%F 108 EFERKZEHEBRIAR T Y— BaliE MRIHEESR HEHE
¥m 214 48 EFERNARZAREEME T Y— BaliE MR 21 - /REIERERT &%
(23 F 4B ESFERKRZEEREHRSIZEATICHE)
IR 23F 48 EFERKZERELSHRA 855t MRI iRt 5— TV —K (FE)
W 25% 48 EFERARZANMERABU IV VEVSF— wVF—K GEE)
m =

HRHRER (MRD FEDOEKZHIF. YITRICKRSNDSTUS VROERHZMICLBLSNTLVS,
&N TH MRIHLEGEREER (G T U A VROVBREZRDHBICIEA D ZENTEDN, TOFRRIF UL UIFER
MTHENCOE S BEDIELTIEN. T TRA(FEEFBE I ASIST-Japan DERREEFELF R AL
(SR L. BNICREZHEDEOND CEZEHRMAICLOTHSNCUTEE. Feo MRI DHi5Z®RE.
BREGEME. MIDRIBERNEEEICRETHEZBASHICT DD, AaESLHRMAETED TS, 51, TU
F VRODBHREDRFNE(LZZEHNICGGHI T SBMEAZRFEL. ERHORERHLUERZERER - EEMIC
BN T 2FEAZERIY Ulc, INSDFHUVBEIREZENER. TUZ VROERHAFER - TRBRFHICESI DI
(FTIHEL. SBROKZERREICLDRHAENAICDIIDIERE UCHEEFREZRICT CEHHFSND.
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! srEMAY EEECATEN
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masasaki@iwate-med.ac.jp

Medical University

TIAVEDEGRHRR

s MREABEZMR)VER
« B
- MREGRAER(DW), FLAREIB TERES
VRIKEE 20 FTL)
VEER (REE. TAEL)
vIREK (hockey-stick sign, pulvinar sign)

* BRI S T SHEMI CHENRLS
- EEESENRICHEJER

- EITH
- R AR ERE D 2RI HEAT

DWI. diffusion-weighted image: FLAIR. fluid-attenuated inversion recovery: MRI. magnetic resonance imaging

2

TVFROERFAR (BH)

DwWiI FLAIR

KREEDEES 20F) BEOEES
BEEROBESR RIHERL) (pulvinar/hockey-stick sign)
SCJD (MM, ...) vCJD, SCJD (MV2,..)

Letourneau-Guilon L. et al. JMRI 2012: Macfarlane RG. et al. JNNP 2007

F)F 2w DODWI
- BEREDHRHEE: FLAIRICEELEL

Shiga Y. et al. Neurology 2004: Zerr |, et al. Brain 2009
Fujita K. et al. BMJ Open 2012; Letourneau-Guillon L. et al. JMRI 2012

BEE: ttOMRIEZICEELFER

— Single-shot SE-EPIi%
VIBWEIBE
VEEWEREAH - WALET—F 7 Ik
v EBHREICKRE

o RINEH

- EEPCHEERICE>TELD
v RREM(WindowliE - LR L) S KELEBIL O
VREDRRELOBZOEE

SE. spin-acho: EPI. echo-planar imaging

3 4
FUFHDODWI (R 1) FYFRDODWI (HEE1L)
Dwi
b0
/ " (\ ETREHDIE#IL (ASIST-Japan)
Window width = Si
R Window level = SI/2
! EXEFRR REDREREES
(REEEE - BREOEENFIES)
ASIST-Japan. Acute Stroke Imaging Standardization Group-Japan BEE sCJD
Sasaki M, et al. Magn Reson Med Sci 2007
5 6
EINERNERRE CHOHREMES — 7 U4 VReRASIDRILICHITT— 25
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F 38 FULEZHDE - BEANDED

B JUFVROFPHEGEZHOERRK koA HIE L

BM] Multicentre multiobserver study of

open ditusi ighted and fluid-at d

inversion recovery MRI for the diagnosis
of sporadic Creutzfeldt—Jakob disease:
a reliability and agreement study

107 s 10 == == 10 e ‘—sDWI
. 08 J‘ Vol 08 5 [ | oe o | —vDWI
z 7 7 4 |
Z 08 0s{ | oy [ ! FLAIR
] 1}
& 04t/ 041 04 ‘r |
LM 02 | 02 |
. |

0! 00 d 0 2
00 02 04 06 08 10 00 02 04 06 08 10 00 02 04 06 08 10
1 - Specificity 1 - Specificity 1 - Specificity

Fujita K. Harada M, Sasaki M, st al: BMJ Open 2012

FTVARDODWI (51%)

« ATARE
- BLRSARTRHEER L?
Nakamura H, et al. AUNR 2005
o HIBREE
— 3 Tesla TR EREEIET?

Kuhl CK, et al. Radiclogy 2005
Rossa C. Neurology 2010

* Arterial spin labeling (ASL)
— MFFIERO TR AER L£?

EEFEHE
T)F U
ARERE
BRIkD
e
MESTHR

. ERRE RN
- REIRZ OREME (L O & Bl 82

7

TUFEmDDWI g&&x‘n\d‘%ﬁ

DWI (3 Tesla) ASL (3 Tesla)

sCJD

Eallﬂig,q

F)AUHEDODWI

EAR AR SRRSO ARRN I ERCLE T

Ttk

ExzoEm |
BT

CHWE- ;
i, 1 g
OND N
s I
AT B AIHBAL

(214 cm?) (12cm?)

sCJD
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