+

!

SOR - Wi Y Y —
fit % BF R P W

s 245 (@& 32 /)

Epk 21 4EEE

National Institute of Neuroscience
National Center of Neurology
and Psychiatry

2009



BT - AR B —
e WF 5% W W

o 2475 (BE 32 %)

SRR 21 4FJE






L. PHEERTZERT OBEE

T B~ W NN =

. W

[N

A FESGTTTTREEIUGR coveeeorsesererescssassoransassessassscrassassossassassrsansssssanssassssessssssssssassssssesssssasssesans
5. JRIIITZE M TLUR crerereosersnsnssosstaccssessnerasssssnansassssnsosssssssssssasasasassnsaesssssnssesssssanssnessssnnnnsans
6. ﬁfﬁm%%ﬁuﬁ-ﬁ ...........................................................................................................
T FEFEIIRTE AT weverereeeraresssressesssnecsaesasanessuessssssssnesssneessssaessnessssasostasssnesssassssassssssansasonss
8. U HFZE R osesessorssessssctstssssssssssosesorssscosesssasasasesssssoscsssonsassasssasesssssanaassassssnssssasssnssasnsaans
O, THNKE G ISR cecosesscscasscncnaccocnmnasncnsunanosososocasnsssnsancassosascsasssascscnanascssosososososssssssssssossaas
10, FRBHITTE R <vesernesessesssssssssssssesssssonsosssssnnssoscssnsssssssssssssssssssasssasssossssssssosssssossrsssassssnsaasane
11, BRI eeceresseercececssrrutinmmosisioccssescensionesncccsssanssrnnssooncones tesssetesassssesnrassacancaanaserossanase
12, SEAGT TZRHGTHR coveressssssstsossssoscrcsssaseososssonsonsorssssessasssassanssanansssssssssnesssssnseasassasassenaans
13, S FICERIE PRI FUR ooereneosorrsrenosssseasrscsssseesssscaranaessssasssnsesssssssnnesssasssnanessssnsssssssonsansnns
14, FFI)VTNIBASEER ceoccovocsestosascocaoocascuscccannsocasncscsssoseononstoesscsssasaronsscosarssansasesssasossssnsanoses
15, BEERTNYIIETHES sererrreesasssassransassncssssnensssasesasesssorsnsnonasanaseasassssessessssssntessssssssasssssssnsnnsnses
16. TFT AN b —TBIEL roeresecrosncacasancosonccacsnsatasacstosacassocssscnsaoncsotssossocstosssassssssasscasosas
T, Z5 [ 2 seeeesscosssestrassssnnsiessssnssssssssstessossssssesssosssstonsssssintnensssssnsensesssonstrssssnssensassosnsanssaasnse
V. B X
1. BTSN - At 2 & — RIS RS BB B GEAT ceeeereresroscassnsssocsnsossornnasasosssoonns
2 — A, [EISTEERH - Bt 2 & — BRI T B TFSS BB R BEAT ceveeereseraressssscnneronsesansnssassccnnne
2 — B, [ESTEER - MRt 2 — MR AR BTS BITRIT 2 PUHL coverererorsscnnnscsssernannaccssasnnne
2 — C. [ENTHER - R > & —SHEDFSEITANRIIZE R - SR RTFIERAEN B BT B Pt esereeesson
2 — D. ENCEEM - MY Y — MR RS A - W%E%iﬂﬁ .......................................
2 — B, ENTEM - Mgt v — RS i e %Témﬂ .......................................
2 — F. ENTRE - ft s v — @ﬁmh%ﬂmgm ICBE G 2 PR eerneeorarsoresesannacsnansnnenans
2 — G. ENTESR - B L & — S S R R RS \yﬁTémﬁ .......................................
3. ENTEEM « AR L — RIS T ENTE ME corerersrsssssosorenansnsasasttrensnenatsanenasesansarassscssonsns
4. FER - SRR BTSSR SL B EIL ML overereeessosorerensssssaettrareacsssneecasassnnaessossnesanassssanassanassen
5. K5 - MR B R BB B AT B eerrerereesererentsesnssnntinieessnnteesssenneassssssseesssssossnes
6. FERP - AL BT R E Y R B A RTIAIES 2 ceeeerrerreerssersssressssseossnsneasssnasassnaseaces
7. B MBI AR ES RE SR E TR - HHRITMIER F cecrrrrerrerarercsossrensscsssnnnnes
8. ERE 21 AEHEEREH o I BRI A R L B T O ZRNE ooeverrosrssreressssseressrenessnanassanosssnanesssnaasasonss

Rk 21 AERERHRTF TSR B (G5 2) serreresserorerenssssneresssntessssnnessssnssssnseassnsassssnsesssnnnasesss
Tk 21 AEBEARIFA T S J — R ORI (F83) serererersesrersrssssrsrstscsmintsninssnsnssntannanananas
L OERE 21 ARSI (G5 31 [A]) (FE4) eeesrsrreresosssnnerecsssnensossssnesnessssssanannnes

 FEIGIIEIC — T wevevessesencnansescessssnnnennecetseasessnsnsentssesssesianasansassannnetatareseasasnnnnataesesosssssrenes
L RIS B cosereneescossnnnssssntssacsaseanecsssantessasanstaaeacasaransatasessissntesssssansisssssnasessesanasannns
3. PEITSE SH ereenennessnnsossnasssnnesssaansasnns ererenmeeneneereitetiesasaaeasasannnatatanesesssssanannesaestonsiees

<21

<66
<71

<79

88
<94
105
110
121

163






1. # %

1. [XL®IC

EIN R - e o & — T FE AT I READ 53 45 4 A EN EURRERT A > & — & U TR - i - 77 -
FHEBEDRHK, HEOHR, BLUOZOBRFEDHEEZHI LTI 16 BOBK TR ENZ. B
61410 A 1 B, ENRBEZERITERGNTICH 2 EEMEENRTEE0E, Byt v —
EENIEREE VY — 1Tk <% 3 OEM mEHMERYE > ¥ —& UTENEM - #iiEt > 4 — (National
Center of Neurology and Psychiatry: NCNP) ICH#E L 7=, ZOBRICE L RBEEIHRtE > ¥ —I3H8E
DOMEENFFERT (National Institute of Neuroscience, NIN) &ek& L, S 14 88 35 &= 2 EH S (KHIC
PR E Nz, PR 30 FR0, #RENAMIHBORLOERBENICL > TERICHREL, ENTEDIEE
DHBMAEFO—D EFHAEN TS, ZHUIER 7 FEITREEGT BIGERZEE) 26 DR
55 (Center of Excellence, COE) {ZfRE X4, FE#l « #REER DIRIA - fEE DMEIA & {5k DBARICBY
T B0 TR LY FMPIRAMERE S - Z ENKRSREB N &> TWS, RiEICR 0 ENSE DT,
WEZZADREMANEER S NBEDTH Y, MR THMATFEE U TERZADMm{RET & FBERR
IO ANZD, ERHYMLEEFEZMNESE, ZORNUTTARMNIIGEL TS, X, FESKEELM
RRHEARMEOEEENEL TWB I ENS, Fak 22 FENS OMELBBA DD, Wkt EWH7ER O&E
BEBEICHET XS NS AL —YaF )l AT A Y —PRIRERE A A= T -0
BRERTZEZLZTNS.

2. RO

WFERT D EIEH 8000 i D AAE, 9 4000 mi @ 2 FE, # 3000 m O EFBMHFEHEHD 3 BN S K-
TWzAY, Rk 12 FEEEICIER 1800 mi O R KERBMIFFIERNFEIND L& BIT, ¥ LfEit
H—BRE N, 2T - MRAEDFRFROENIER L 2. Frk 15 FEEMN 5 I3 EBRBHIIFS fErk 5 L
UERHEMEM 7R OMAER L2 IV E L, PREREBDBOMIENTabN, RaRREEE L
THEENED S/, 51T, Fak 16 FEITITRB R OBIRD 2 DH L WIFZERT 3 SRR
Nz ZNITKOKEM - #FE - 5 - RERFZIMDNDIEREZEYFNSHREFICESL ETTORE
BlEahGIRTES, HRICEZARVWATY—=ILORENF Y a Pty —~ORENIFE NS,

3. HAFEATOMEKE

MR RFMFEE 1 &, DI 4A8 205K, 148 35 ERVERBMERELSTFT A h—
TEBRENSEBRINTNS., ZO23FOMICEBSEHELEENESEAEMTL, HREEZLHIRD,
HICRERRENYFTES.

E7z, WREMIZEITIIIER KM THAEN S 2 OMABEZEDTVS. TOERSD &L THREWF
RBRIENHD, EFHB A5 HACKSEFMAENERL TNE. 20, FiiiRBEBNNER, &
BFFER, RARILZ7LAT0T 2y MHRR, MEEHRV T —FLOF b, 51T, T,
TR R, REMRBREZMZAS E 200 RAIGELTBY, INSOMAHOEMRSIEFITKE N,
WRBEZZITANTOAHEPEBEE L TEDERBOIIRADOKRETH 50, FEKENSEREKRY
KELETEZENSEDALZDNEE >TSS, HRFIEFTIIACH L THEICHBRNTHZ L WS EIFT
W<, REMARFRAFELTHRAEL THBY, FHRER 16 £)EN S IXRMMARFRTHE, X,
Pk 18 D S IR AUER R R ZEMEIATIZIR, X 5IFRK 21 EED SIILEIKR S & O R FE AN
ERICBBE N



ZDEDICAHEMIEFHAEZSOBRBEOLELR->TBD, BRNOARST T AUH, K1Y, HE,
WE, T4 UE REIENS OBFEE KA BRIFTANTVS., EEN—N—RK%, Iv7 2
75 ORI — VSRR E WS O SR & O IEFRIFR L A TH 5.

W &2 IS AL T 2 201D KR T &0 1 DIIHFZEH OREMEIC L D IR TH SN R 7R 2 &
WITBIETHIN, ZORDER IS FEENSEED S AELNMFRABEEZEAL & B 21 £EEK
ETIZZOHEICL OBRHINZEZEIZ 27 KI2OED, HFEFOEELICZWICERRL TW5.

4. HAERERE

PFZEm O et BEREBIIED S NAHMEEIC BN TEBL 222K L, TOREEZtIBETT
HZ2ETHD. MREVIFRT OB EITITREM - M - 7 - FOERE SV D WAOHEOIEIRICBIT @m0
BELDMNLEREL TS, BELTIE, Y 150 BREOHIFERLEL < DR H 5.
A, WXOHENERIN, WDDEA NI T 777 —ORWHEEIZHT 2 LGS NS I H
5, ZHUZTDWNT HHREIFSEANE Nature D — i #i%, Ann Neurol 55O — G R MEFEN DO B Z 1T
UBHBEEIZEHWLRIVER S TN,

AEDOWRBRIBMOMELBMOPICHAERAE L TEEDSNTVS. EREBLTREINE
MXDIEENEDDEREL TNEN, AEEDEFR CEICITZ < ONIRZHMLOHN S, Nature
Medicine 15 690-695, 2009( S HF2E s —), PNAS 106(2): 647-652, 2009 JRIFWIFLHE =58 ) AV
Nz, F, FERICIHERRORERZZTON, OEREBMIOREBHHERZEICIT BEAZER
ZERH & U BRI A DR B HEEORR) (REMRR), BAEWRREEICIT (2 RRIEREDH
R ARX O 3R TARO KRBT (RIS =), X, KA —FEHMTIZ TDP-43
EHETIHHALS TFIIN T a v auNLIORIL) (BERIZFEENE), EREPRERERAOEELT
BA 7T IHET AN AR & — 12 & BRI ONETT B L TS (B EMBISEE),
BT, FERAOMMSFE I TE/ABBMRRER D s o o WifEiRg % E PET-Hat ORI (EIRIIZ S LER)
MBINZ. NS ORI OEELIC KE < EBKL TH 5.

WIE T, M sOMA THIFOMS ST OEBMO —DTH 5. MHRRIIZTRI N 5 O O
R A IMEMICH 5. Zhidbea—< 281 T2 ZREIE (TLO) BX U+t > —REOBUREE
EFRDONY 77 v TERGNZAED LAWK TH 5.

AMEEOBAICDNWTIE, CEFRHAREEME, BAFHHNAMREHEIb & XD, RARS
L7 LSS, BERROERBULTOD 27 b, BEENA < —h —ERUFEFEE, IR0 ALENT
HHEER RS, 2 OMABEZEEL TV,

P 224 3 A

ENZR - fieE > & — SIERITSE AT
Uik i #Hi—



Rk —

2. BESLKSRR - Wkt > & —piiEprsEEAE (R 1)

— EERE
— kR E — O — ﬁ&E—T:% mnﬁﬁ(itbfﬁyxbu74ﬂ
(FEEF—=) REE (1 SREHR
——ﬁﬁm%%:%ﬁ—tﬁ REE (7 KIS
(%iE  H—) EoREE (0 BERRED)
ﬁ%ﬁmﬁﬁzﬁﬁ—tﬁﬁﬁ%é(ﬂﬁwﬁm
BHE (1) %) EoREE (1 35D
L EEHEE NS E E-REE (0 EUNNEME)
G, EOMIREE (0 WERERRELE)
BEPREE (1 K=V W)
R R BURER (73 BRI
GER ) G m%§§< v RS R )
— ERMEEARE EEE (0 BIREMEEE,  FRR R )
(it B BoRREE (7 TIVYNAT T — BRI
EEPRAZE (0 DEERNE)
—Mﬁﬁnmﬁ—_—%ﬁﬁﬂ%%iﬂ%E—T:%—m%EE( v ThivA)
B B C D) BoRREE (0 HEIESHEE)
2w OB % R MEERRER
(RIF ) HBBHIEEE
-mwm%ﬁﬁ%%ﬁ—Eﬁm%Wﬁﬁ
M= HE 4 !B t:m- 9‘\3%
— R BB R W R MELRIRER
D AL ENIRRE
— % B R R MR AR R
BHE (LK B GERETERE
1R T LFPRR R AT SRR
CRAt Bkt EETREMETESE
L EGETEARERRDE —— BETHRERRERSE YR 21 EEEDE
(R ) — MR T R E T
— B TBEE VIR SE wEm| o &)1
SRR R
— iR R B mo|E & 12
L EFNEHMERSE —— EILEYBEEE E L. |EWEE| 2
(B8 F1E) — BRI EE L
L SRR E a % E| 34
BB E®R=EE S
(GHE WIE) M a| -
L SURTaY h—TEEEE " 19
i i
REWIZEE 45
MR RRTET E
% & 5
& g 99




(~1/8)

Y 0z
{~S1/0T)
g5 HEQO
(~Szn)
9% w9
(~%)
W &g
(~UD)
qg uoyryz
(~31/9)
wa wg
(~6/%)
E
(~<1/2) Wwe =@
W g wE S
(~ L1/6) FHE M
S N
{(~SG/8) fa— HM
L =T (e ~)
(8%/¢ 2¢H ~) HX #%
TRE WY T ik
A% weY TH (~ 1) s T
(188 ~) wows| 49 W20 (~1®) uE TH
AEE Wl % Wa & IO W B9
WM ¥E W=|  wEG HY0 s W= EE A
LEY @Y " wepoEpyA @ ~) 08 ~) % W 14 w3 3% ma & XY @ 04
LRE WY % Y |eunsug Aeg 5 I# mz| g 4® ¥ omy ¥y By Wy @ IEE W = gm|  m-smiewes
T B Y M%@««ﬁm wﬁmﬁm EpvpTre memﬂwmw WM@%MV VxmEY | wxmws | wxede | ¥ = # % 2

(C3¢) BENHGIHALHIT

ey T A& "€




(~18)
SE i
(~1/8)

fg— BV
(82/2 ~ T/T)
fi2-
(~21/21)
Tt W
(~PLED)
(18721 ~ T/TT)
(0€/0T ~ 1/6)
®W¥x Hy
(~1/9)
M B
(1€/8 ~ T/L)
&y HZ
(~ 1/%)

23 Nk
(~1/9)
£y thH
(T€/§ ~ 1/9)
wry] Sunp Junog

(~ 1/2 2ZH) wH AW
SHL Py -]
(~ 81/ 22H) FI W
3 1 T R
(~%e/TD) W4 HH
EH ¥ (18/8 ~)
(~s/0T) X5 Hdl
EFEY W E #
(1e/et ~) 2 LI 4 =y (~T1/9)
FocLI 7 ¥ HH LH THO X8 m|ma
LTHE WHH F¥EW O X A MO G gihch
(0€/6 ~) XTI HE fEEO o
X HAF T R ¥ HYO =% lifth
(L116 ~) M Y (~ 81/9) (~1/8) ¥ O R s
£¥ % M W N i 5 W | BH Yoy Hds XZ M
£E HE FU TR i % (18/1 22H ~) 2 s XT H¥Y HH TH B OTH
ME B3 &N HEW L3 W LY WO Z¥ M8 o Hi By HY ZH W =t AT
T M ¥ a MMMWEM M%ﬁaﬂ%m H O3 e MHH%%MMW WM&M%%% ALY HXYEZ EEEE R E3 i % i




EZ AR
L @m
EE MR

Wn N

(~T1/9)
FHHE HE
(T€/L ~)
WX #HO
(T€/L ~)
BE &0
£3% Mk
FdE ¥
£EH g

(08/TT ~ 1/8)
e B
(~1/8)
WA W

(~ 19
28 3=
(08% ~)

EE HH
B %m
ny HE
¥ H¥

—% &HF

TE HE
ERCEDrT
3 HE

M N

R AN

£ Hp
B Wy

FZHMO
(~ £T/0T)
TR W
(~12/6)
s G
(~1/9)
X H#
WER WA
e N=
TE @
¥ HE
=4 HH
T REs
S
-

3 Hm
L HE
B %
WY H=
FI WE
o
¥oh i
e G
=% S
BE HE

(~€1/9)
+ EMO
WY EHMO
= HO

£¥EH WO
(~T/L)

U %

+# B
+% HE
U Emd
¥y Hy
B3 @
EH XY
9k M

+5
¥Y HE

= ar

B+ S

8 @Ho

FH-LTVAT AN
Vel H
e EHF
(12 Y¢

+H &Y
Tl 2%

(~1/9)

EE

HE

(~1/9)

X«

ny

(~T1/9)

7
@
¥
EEl
i

Y
wE
Hm
i
H
i

(~1/8)
Vel HH
B H4¥
¥ y§
=T O

(oF MDY

i B 5 SE 4 M

(~1/0)
+5 thH
OE/TT ~ 1/6)

91/L ~)
& HH
S Ay
HE T
& gy

(~T/L)

Y# #E0
(~6/1T)

I Q&

(~ 1/0T)

MY M
(~T1/8)

£ MM
(~1/8)

%— HZ
(~T/L)

HE HM

G Hif

W EH

W &k
YA - 21N
B 2T

(8/9 ~)

oMY HINV'Id
(81/2 ~ 8/T)
AAAER AT

+E %Mo
SpIBYINY "D AISTIA
¥ OHE

xR Mid

¥y A

(~1/9)
Y B

(~L1L)
& HAO
AR =X

st W
HiTe B
—% L
(1€/8 ~)
EH W

(~T/1D)
El= I
(~T1/0T)
E O
- EH
i HE

¥y

=

(~1D
£# HY
SEY¥ G S
TE B

SR A

T # % i

FEUEHO
F ¥

R
B 341 ¥ 14

R 15

£EEM— &2
H3¥M— 430

L2102 10)
SHEMNTY

SRR RN

HX Y3

HX#HE

=

% b




(~ /%)
¥ WHE
LR W

FTE T

LEH A
=4 =Y
£ HMO

(1e/21 ~)
=& NEd
(0E/TT ~)
X dfvn

% Mo

- SH
(1/1 22H)
Teg) EE
Y& W

TR A0SR R

(T€/g ~ LI2T)
£¥  =AH

(~6/2)
By HEO

(1e/8 ~)
WE OEMO
08/ ~ /%)
Tk

(18/€ ~)
A5 o
FHETH
Yo =0
BE YWY
B BT

(18/€ ~)
I ¥k

(187 ~)
=)
Zug mE
b e

+&# RO

M

(~1/9)

2 %

(TE/E ~)
Ty WF
+%E  Hid

CEEE
N2 LS

W HEF

(18/€ ~ 1/2)
mE HHO
(18/€ ~ 1/9)
FE H=0
(~91/T)
uy W
(~ 12D
pre- =13
(~1/21)
fay HE
(~9U/1T)
THEE HE
(~91/9)
HE Ty
(~1/9)
+& diH
-3 24
#* E
O R
FHE HE
Q8L W
ca EY
My EHE
Bl HE

Fa £
# &

(~1/2D
el[RSR(]
04eg so[XBYD

F Fhr

(~TD
EHEHEHEY
FE il
—% ik
+8 HY
W BH
ZE %
+4 ¥V

B %=

e HE

I By
e

S5 HELE

=4 HY

(18/8 ~)
=8 Uy

£l ¥y

(led) YY)
(=8 HZ)
B M

D B

F Y MO
¥ W

EEZ1a-RE

M- £ T2
HEM—£230

BRI O
HEEMTIL

B A i 05

HXMEZ

¥ T

= =

7 =




(~T1/21)

EMRS ¥
(Te/2T ~82/01)
e
(~ 1/0T)
20 W
(0876 ~ LIL)
@ Eo
(@01 ~)
SEE R
WE 2
A8 MR
2 i (~T1/0T)
B4 MW (~ ) M Boh
¥ BE| S8 MU0 #3 HE
W miE (~ 119) S T i
B OWE|  S% R0 49 W (~ 11D
T (~112) (~119) B @) BE B
(~1®) % @y %9 WE (~ 1) wo EHE| w2 086 ~)
v T (e ~) (~917€) UH & et~  sEm 4w ) My Bk
®2m ~) WI W e wy 8 B s ES T EE me R g SR
W v HE i 086 ~) e i 089 ~) s34 aw
L ~) (e ~) I mu ¥V E Wk i %% WE W LT “RE % % ¥ e
S bl By ¥ W WE S B s @2 ¥ VR B VE_ 43l HE MY A M
(T¢/€ ~ T/TT)
GHR W e H¥
e ~) WE W (0816 ~)
(resg ~) 08T ~) i% mE LU WY figE b
SiFw me wH_wY SeW B BE Mo WE T= 22 W T MV | BT S
(~zum
SR
(~1T1D (~T/T)
T semi
(~T1/8) (~¥D
Snu E LT
(~1/9) (~ET1/L)
B oOw| ¥R WYFHO
(0€/9 ~ /%) (/9 ~ 1/9) (~T/L)
¥ HE| BB WO ¥ uE
¥ HE (IE/2T ~) (~T/€) OS/TT ~ 1/9)
(0E/F ~ 1/%) ¥Y Omo 9TIODY(] B[AIqEY OIAUES B[ET
(T€/21 ~ 1/9) ERRAT S B +# #HO (~T1m) (1818 ~)
Xu mi vy B (~ 1) %7 om M %L 4 ¥8 W e [ Y
(18721 ~) U W EEvaE FE I IR WE S8 W R VY BNy W CHIRIH)
A8 WD ¥® py|  deweweguog 4+ 8TO LB S B —# W uE # i% 3= L BLATY
TEaTE
(T€/8 ~) F& whl
A% MO EEE HE
(1g/g ~) % b L g
LW WO (s ~) W e SFE #Y
SR MAO BE Y iy mm s T4 ¥u sy 2w A
LY = L — TR A
Tomxw | FREMEO | F AT | wxewe P MMW%%% WyxuEy | WyaWs | @By | ¥ = # | % 5




WT 8% e 5l
Y miE
+5 HZ EHBEL
Ty g ¥u s —Nrrigcc
Y
=8 N il ®i B ST GUTEE
(~ 81/8)
+£F  dhde
BEEWBO (~2uTD
(~08/TT ~ 1/6) O HE
26 4 (~¥1D
(0€/6 ~ 1/6) FH N=
un ® (~21D
(0€/6 ~ 1/6) +H N (~T/0T) (~12/L)
W EY (01 ~) wn P
B ¥l % R (~ 10D 28w
P W (€01 ~) my WY B M (~ 10D
U %y wH 7% m¥ B i ® w0
2% (e ~) e ~) H v BT OB
EYY ¥V T34 My g % Ay W B i m | gL
(~¢e/2)
M HHO
(T1/8 ~ S1/e)
¥4 %m0
G/ ~ S1/2)
Y8 BIO
@Ue ~S1/g)
BH WO
uY uHO
¥ WRO
(~ 211
- H¥
Earar - &
™ 3 S haer il I g i Wymmw | H¥HNs ¥ = z | = # #




4. Rk 21 HEE

REESET 2 X F— R OGHESR (R 3)

£ R H E ] Bt &8 W %
MRE214E
4.8 A=<« AL V—{E+ Development of idebenone for|Bin FERBIGEMNIEL
Y7ok, AR the treatment of Duchenne
Muscular Dystrophy
(Farvz U XBH A O T 4
=TT BATR ) UK BIERE
FR%)
414 |H#T X Bt R O3 ERE &7 O REIE O 5 BB
RA R ANRFERE, KE FAIZALN
427 A #EE BL BRIZBT D2 a—0 HE G| ERIRENSEE
WAL KR ZEREREZERMFEN  |EH~ZEHET
TERETE: RRARAT 57 7
6.19 |45V alvr #t Dissecting the regulation of axon|JRIFEHIZEH LER
IN—T IN\LHFR, HEE degeneration using transgenic
mice and rats
(RSUAZPTZWIRTIR, TV
k& W= R 25 O HlEEE O
f#EHT)
7.31 (& BT Bt BERFEDIRR - JWHEE LU T O PRRIFLEEIMER
BrphRplyE Mo FEERES F TR
M
9.29 |v—r2 N—V W+t The role of mTOR signaling in[#{z T-% B4 B 56
N—EIVKRZE, KE the regulation of size in normal
and diseased muscle
(B#IHIZBIT S mTOR > 7 F IV
FREER DO 1RED)
115 | HAT Effects of neuropeptide in early| BRI FLER
FNA F LR ZEEFEE /DR FH postnatal brain development
# (T4 - RICBIT MBS
F RO1%E])
12.15 B fi #HE BB & 2 BEBENLAE OB & | BT ES
MR ETIVEMIBRES |
1.15 |H&m =¥ #L TUF NI BEERE Y —|RIEHEE
E RSB ¥ —WFERT | — & U THWEL IR O
EE 53 B & SR
226 |iRF SAE K FLFIONEABEREEKRED EHEAFE=
R RZEETMAHFHE gl
OFEEt 2 — 5
Ozt 3Ir— 54

10




5. Wpk 21 4R ARERBESERRIIFERE R & (B 31 1) (% 4)

<POEHRK>

FRR22FE3H9HCK)~100H (k)
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NONAKA, Satoru NOGUCHI, Yukiko K. HAYASHI, Ichizo NISHINO
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10:00 ~ 10:30  HIEFFED
BNZ AR EZEN & U = E O RE R B m s o Rk
OKA 7], N> LA N=—, &Hh 5T, Ik B
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12



Ol ERT, Rk Bz

11:10 ~ 11:40 WSS
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PO1 Becker Muscular Dystrophy with Rimmed vacuole
O Kazunari Momma, Satoru Noguchi, Yukiko K Hayashi, May C V Malicdan,

Narihiro Minami, Ikuya Nonaka, Ichizo Nishino
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2 har B 7 HEREfRYT
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P12 Regulation of autophagic degradation by intracellular pH
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P13 The temporal expression of the novel Foxp2 isoform lacking forkhead domain in the
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P28  Systematic gene regulation involving miRNAs during neuronal differentiation of mouse
P19 embryonic carcinoma cells
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an exon-7 deleted DMD patient: direct application of antisense sequences found in study
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* Center for Genetic Medicine, Children’s National Medical Center, Washington DC,
USA
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2t I A)NF — & Danon iz HH ETHHCARZEREIFANF—ITKRITE L. Txid,

o OERBOFELIFEBOMAMN S, HFEOBREZAEL THWS. —HOMRIIKD, &Ll

-
—

3,

21



DMRV iE 2 7 IV A G R O REBRBEEEEZ I — R4 25 GVEBETOERICEDREI B Z L,
BEMBTIITYVIMEMETLTWS Z &, ZOEKD 7Y ILIZ GNE (REPEM O 5 THEIE 1THE
THBIELEZHLNCLTEL, 20 &F, FEROFEICKD DMRV 218 TE SRt R L
THO, BRERBICKERMFNFESN TS, Fuf RIS T, HEKW - HFHE2EW - £t
2 DMRV OSERE BB T 2TV ADERICREII L 2. 2O DMRV <7 213, 44 208
K DMMET &fEME, 30 BlE0 7 3041 FiLEZE, 40 AL 0EmO 2, V> Bty >,
AEFFULEBREEETS. O DMRV 7RIk LU GNE (R@#EmZ S R 7V & £ 15
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11, RENFFES

I. BAEHBOME

U E T L HEMEMILE (multiple sclerosis; MS) OJRHEMREN S50 LR A BEL, FNI2H
ML R 2D TS, MSIZHIRMROACKEERT, FICEEENRETS. HATIEZ
D 30 FERTHRELEN 10 FLALITHEML, MS OE#E - TRICEIE T 2RO EEM X2 72720,
AREOQRERIAD—DIE, M NHLITI > TERK 22 4 3 HITH 22 [| H AR GRS F 2 %iE
REEELLEIETHS (SRIUF). EETHYORBES HE2EDLED, HYDZEREEDRR
ZRORNICKIOFAELETOT S LMNTHKL, 500 ALLEOABEEZEZ, RO BICHAETS
ZEMTER, 0 10 FRTHRAED MS BFIEHNREL, PIAZORBRA I ENRBEINE &
DOHEXITEHEOMRE 10 FHORREEE LD (T10EDHAY & UTHIRD, W 72 i, HXEE.
Fome 27 i, FISCHRRR 120 /e E DR CHER DM, WA OFEKERHE 54, ERR¥ERRBE 107 #
BRENH-- BXFEFEOGICHEL TIX, & impact factor OEEH 5.929 TH Y, #SIAEIBOE
Zam XTI 8 M TAL7 HOSIHEZTTWASZENDN o /. AEOREFHOE I, Yoy —
MEFRA—N—RRIEE S NZENIBVERZZTT, BASERAEAERB IR EE [
{EERERIZ & 2 2 FEVERE(LAE DIk L2 BT 2 RBMZ 070 7 MR I N ET
H%5. TREAEPIFET 2001 FITRA U2 MS OB RS RAIME OCH (NKT MilfElEE ) 77> 1)
DOERMITHNT T, NCNPIZBIT2HKABRZ HIFTHOTH D, MR ERFERIAR DR ITHE S
2E5 I EZBRICLTNYS. FETFR21ED 7 AITIZH KA @ Eibsee O T 2 [al H Hip
RHIEL DR DT LERELE (HANRZEK: ILA). Max-Planck IFEFTICON D D H H5EE E HA
DOMRERPELEFEN—RHICZT 2 HERERKBEMMBTEL &, YFRFICE->TEETHY, F
EEIILWIETHS .

LERDH B IN S RFBAR, HEBIE, WD, ENIHBEOMESR EDAM BB L TSI, N—/)N—
RK%E, VI AT SV IMAIBED—RIRANFELEDDON 10 BICKRATNDS, 25D AM
AIERPRIZAM E U TIHAZED T ND I EE2MFL TS, AEEIDRBRNE O ER
NAFYDE2 B U T —)VARERIERZE NI R AERIHER LT MS OIS 2 e /- fth, = I EH
MNREHNDEFEPDI-. F-d I KBHED Fox Chase Cancer Center NN %% kD 7=,

UL ILRERL DI 3L U 7260k, i B & OBIfRZ RV, BER & DDA 0 Tz 75 B M A
BEINTNS. BBOAEE LTI, ERKERM & 0Ol % %D T Translational Research i 5 Z &,
MIFERL 7 & RE L OB & 5 M Z BRRINICE D EWF5 Z &, %RBEREER S MhiFE & Ol % D
BHZERETHEL TEE. —EHOIEBMNHE SN T NCNP OBEHEME ¥y —D—D& LT %3
HEREZ > ¥ —1 (B2 —EBIA) 2RI THIEMRDENL T EFET LN, FRR 22 £En
5 NCNP 2AHNATBHEAICBITT 21042 > TWA WA RIREAFRINEN, BEEOHZ 70D
U bhEBET, TOHOWFERDEAMEZIHERT 2 -DIIIMNBHEROD, ERIZZBREIS% IR
KTNDS. YETHLEE, HFWMRABZNTNACRRFEEZER L TWED, 20 FELL LRI E >
sz REI A0 E, HiLWRNTHIEL ENRWKAND D, —FEHENSBIEL 7= TRk hEY
N—A =)V O 3EIIRNZB IO, Y —27 —IVRBREOHD 5 MREENRZETETN
BNTREZEFFEILL.
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ZEBROIIN—THMI U THFREEML TWa, AEEEZEMENS ZS N HRIVE S
Ghrelin 72 MS OF)E T )V EAE I MR RZRL, £0I 707 7T T 2EHNEE
THHZ 72U (J. Immunol. 183: 2859-2866, 2009). £/ &R KkFEEoLEHET, 2
pagy 7 QEBMRZEDTNS. ZEFEREHNIMABTIACREEEOS THFZMPIT 5
T, AEFFUH—F GRAILIZEHL, FOH FRIEFNRMEN 2 NNIED -

2) NKT #lifid,” MAIT #if@ EHENGE Y H > RICBT S5 -

A —NN—4$5X T NKT Hifa % 1 & 3 265688 OCH O#AbE D 25 Z EMRELZOT, HIK
BB ET D RN LB RTERE, GMP 40D OCH O KEA KA EEED . /2 OCHNHC
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