B

G Q R

D A c T

i s, — S—

GGACAGGITGCATGCACT

M
TCGGATGAGG

1. R )AL R w e B, K7
V¥ v LA I S B DMK B a2 30
% (A. HE¥fn), #BGEERIZERMET (B. Mas-
son-Fontana %), HERHEZRL (C. H
JLHERSEE), PASKEMETH % (D. PASHL ),

insertion

deletion
G s

G AT CCA

M

TGGATGAGG

2. SCARB2EAE T DBAE bR 3.
FEFILICB W THBL7 L —Lb 7 PR

ST T (c.1385_1390del6insATGCATGCACC)
REEAM, ER2IBWTHES v

ey AZE (c.361CT, p.RI2IX) % 4 €
EAEEIERD -,

—

X3. SCARB2D x.2 v FEidE

M | 4787= 8 LEBAF AL VRS, SEHILIE

IV V1IN 7Vv =457 F

VA A197 =8

BEZ, JEF21E 7V v3IC
FreVABREKZRBDI,

ﬁ@JZ ﬁ?u]
SCARB2E(ET ;
9yl 1 N3 BN BN IS ) M) K ) I
RXA 188 [ CD36RXAY
B |
w2 [ |21 rEU®

SCARB2

B-GC

GAPDH

4. WHFICB T BSCARB2E XU B-GCOEHFEE. EHIL
TSCARB2EHDHEE DA, FEFI2TREDRD 2RO 5.,
SCARB2EH=EIC—3 L T, B-glucocerebrosidase (B-GC) #EH
BIREFTHEER, EF2TEEESLTwS, E5IT,
MHERCP-GCRESHIEAT D Bt % Kt L, B-GCD/N» FOHH
RRBEVBASNS,
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BAEGBR A EEMNE R EERRITEE ERIRERRIFEESE)
EENRFE DOFAREAEIA L IBRIERATEICE T 20T MRS E

HaY—HRICEY FuFdRAE— ANEEL,
RYTNEIRETFNOBRERITIH SIS

Mg kIt =M (ESDE - R ERDTIE & o & — iR AT SR BT AR A 20 35 DU 1)
kFEBEE sk <~ U, B MR fil =7 (AR

WRER

T A <=4 (AD), RY Z)L& I (PolyQ) W7 EDE OMRBREMERIZE
WT, EEBEEEDIRT A —NT A7 EERPDPDLDLILEORES T A =X A
WRBINTWEN, BEOKRKBG % HDAIMBEEEB CHARERENI A7 +—/b
T4 EELDERE REERIIKRMBATH D, TFE., BRFREDHRE - =R LX
—RBEEN AD BEOCOEERBREER THD Z EMNREN, —FThu ) —#HIRIck
DEMNPEET A ERRARAERREICBOTHLZEN-, LEDZ &b, Bz
Hidh v U —HIfRICK D HREEEZ T TEERAEMEEZE X, v avya yR=ET L
ERWTARERERIEL., FOSF A= RLERI Lz, ZOER, hu ) —&I[RIC
£V PolyQWL AD BTV g UV a UNTOEEEE, FaEHE, EIREEIIH S
DI EEHALMNI L, ZDOFF, PolyQ EREOH ALK bIGI SN, ZDhn
U —HIRIZ X AEMIMEIZIEIL, insulin receptor substrate (IRS) B FDOERIZ
EVHER L, LEORERNL, Iu ) —HflRIZA R v T F Ak LT ars
AE—VARHREL, HREEEZIHET I BN,

A. TFZEEEY

TIINA ==K (AD), N—F
B, RYTF I (PolyQ) HREDE
< DFREMEBRIZBNT, EHEDI
AT F—=NT 4T BERPIDLHE
BORESFAI=RLNEZ LT
5, —HOBEHEMHREERBRTIIER
EAENRREE 203, BEORE D%
56 B IMFMERR R B TIX, AR
EAENMILOEE - BREZERICLY
SRT =T 4 7 EBE U TR
FENICERE - EETHLEEZLND, L

ERoT, BABDIATZ +—VT 4 v
7 EEEHRT OEBBERDOHZ R LT,
REEROKEL ZDOHFAAN=ALD
FREA DS R ZEMER B O TE kR L ONVRKR
BT THEATHDH EEZLND,

T DEZTEN D FERF AD DF
JEU A7 LBk (0tt et al
Neurology 1999 | et al.
Neurology 2010) =°, =L A Frm— L&
TEENRAD FRHIZAEZ TH D Z & (Wolozin
et al. Arch Neurol 2000) 23BA LT &
L. KE - TRLF—RBEREIHRE

Matsuzaki
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HREOCREER L LTEETH D AHE
HERRRENT, —F7, Il —HlRIZ

LV iRe REMBIZRBNTEHEMPER L,

FEETAREZ LI, BLEERBOKE
ERIH SA Z EBHALNIIATY
% (Kenyon et al. Nature 1993, Colman
et al. Science 2009),

UEDZ b, R7ebidhe U —l
FRIZ K 0 BB b3 B S UsR AR MR
PR CEAAEEEE L, Bl - FaH
MEOETNVEYE L TERN D IRA
MR EMREET VBB INTVNDS
YayYa vk ANT, RERENH
BEMICRIETHELEZDHTFAI=RX
LERET LT,

B&C&D. BFFEHIE - fERB L UEE

OF o U —HIBIZEY PolyQ H/AD EF
Ny avYa uNTOEMEE, Hak
MEISET %
MJDtr-Q78 EHEE MR RICHKET D
PolyQ JWET V& BWE Arctic BEAY
(G1u22G1y)A B 1-42 ~X7°F REFERIC
BT HADET N, BLUOEER 3D
Ta NI oONWT, BHREHE (20%
sucrose, 20% veast) b L < IXIEREL
(5% sucrose. 5% yeast extract) =i
WCCEE LI=E Z A, PolyQ ., AD 7
VOBEIEE, FaEMNEREEICX
DWTHLERICHE L, ZOR, B
AR 3 U Y a U OEM S IRKERE
WEVEEBIZIEE L, UEDZ &2k,
ﬁmU~ﬂ@Ki@%hWﬁ}m%?w
vauva UNRTOEHMEE, HFakifk
T ETS LR L,

@A) —HIBIZEY PolyQ E/AD EF

Nia Y a U OBEIRENITSRET
)

MJDtr-Q78 & B\ ik Arctic BRI AR
1-42 ZHRIZFEIB T D PolyQ JKET /L,
AD BEF NV a UV g UNRTEERELHED
L IMERBHSGFICTHE LI Z A,
PolyQ 5. AD EF /L DEIREMEIMENHE
R LV WTN b ERICHE L, —7,
TRV ABEERAE Grim DFRBIC X
HBIREMIIRBESRHEORE LT 2 H
oz, DT e, I mJ—fHlfRIZ
LHOBIREHUENRIIIA T+ —LF
EHBICLAEHICEBRNTHD EEX
bz,

@Y —HIERIZ LY PolyQ EHEDEH
AMEFBE T HIHE S B

MJDtr-Q78 ZHHIRIZFEEL T D PolyQ &
EFNarYa unRTEEREHED L
NHMEFEBESLMEICTHRE L, 3R
DEBREDORBFELREEZITR T2, £D
FEF MIDtr-Q78 B EE O AKIMERE
BRI LV EEBIEL LT, —F, 7
BUHESEEZRANCTY=RAZ T vy N
1F72o7- & Z A MIDtr-Q78 EHE DR
BIIRESMFICLVREREELZ T
mol, UEDZ &b, u ) —HE
L st Ry —v 2 (BEREEE
) NWEL, PolyQ EHEDI AT 4 —
VT 4 T BRENER LT 2 AR
SNz,

@A) —HRIZ L B PolyQ %i/AD EF

Ny auPa v N OBRREREEDR
WA AV TFAENTD

PolyQ JGET /., AD EF /LT a v Pa
IARZOH 1Y —HIRRIC K DR MK
ENRODNTF A= RALEEATH-
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iz, EmBEERCTFORELRF LI,
ZDOFER, PolyQ HET /L, AD ET LYV
a7 Ya N OBEBREMEITHILE
insulin receptor substrate (IRS) D7~
T/ ThbD chico BFOERIZXDY
IR L AcmEl s h, he U —Hl
FRIC L 2 BIREMUEIRDBERTDHZ
EMBALDIR ST, UEDZ &G,
Ja Y —HIRIZE D PolyQ #5, AD EF /v
vavVa UNZOBREMEZRIT
ARV TFNERTDHEEZDN
7o

(fREE~DER)
AHFETIIEREZE hEXIRE LR
T2 TR,

E. ¥
AFFEDOFERN G, v Y —HRIZA
VARV UV T FAENLTCT T AH
— 3 A& WE L, PolyQ B L NAD EF
isa vY g U ORI R IS
HEEZLNT,

F. RRERER
=L

G. WrFERE

1. FRXHER

1) Popiel H.A, Takeuchi T, Fujita H,
Yamamoto K, Ito C, VYamane H,

Muramatsu S, Toda T, Wada K, *Nagai

Y: Hsp40 exerts therapeutic effects

on polyglutamine disease mice via a

non—cell autonomous mechanism. PLoS
One, 2012; 7(11): e51069

2) Suzuki M, Nagai Y, Wada K, Koike T:
Calcium leak through ryanodine
receptor is involved in neuronal
death induced by mutant huntingtin.
Biochem Biophys Res Commun, 2012;
429(1-2): 18-23

3) Sasayama H, Shimamura M, Tokuda T,

Yoshida T,

Nakagawa M, Fujikake N, Nagai Y,

Azuma Y, Mizuno T,

Yamaguchi M: Knockdown of the

Drosophila Fused in Sarcoma (FUS)

homologue causes deficient
locomotive behavior and shortening
of motoneuron terminal branches.
PLoS One, 2012; 7(6): 39483

4) JKFFPE  FRREMER BIRRBRTZE D X
—U— F. BRMIESE, 2012; 52 (11):
874-876

5) BEEMRZ, REE—. KHEE: T3
UV a v E/NEE VT
EMEMERIRE(LEE T V. MR,
2012; 76 (3): 266-274

2. FRREE
1) Nagai Y: Toxic protein
conformational transition and

amyloid fibril formation in the

polyglutamine diseases.
International Symposium on
Amyloidosis, 2013.1.24, Tokyo,
Japan

2) Nagai Y: Molecular targeted therapy

against the toxic protein
conformation and aggregation for
the polyglutamine

neurodegenerative disorders. Max
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Planck Institute& National Center
of Neurology and Psychiatry Joint
Symposium, 2012.10.3-6, Munich,
Germany
3) Nagai Y, Takeuchi T, Popiel H. A, Wada
K: Non—cell autonomous therapeutic
effects of Hsp40 on polyglutamine
disease models via its
exosome-mediated secretion. 2nd
International Conference of Neural
Cell Culture, 2012.6.16, Tokyo
4) KFF|EE  BUNERFEREDOREEIC
& V) TDP-43 DFMfEZERE R S Hu,
ALS BTV a UV a UNT OMREE
PEZIEET 5. 5535 B HAMRE S
&, 20124E9 H 18 H~21 B, &4HE
5) JkFFEEIE MR MR B REATIT D
—U— . $53[E HEAMRFESFN
£, 201245 A 22 H~25 A, HK
6) Hatanaka Y, Wada K,

Increased dendritic spine dynamics

Nagai V:

is an early feature in a SCAl model

mouse. 2012 CSH Asia meeting: Neural

Circuit Basis of Behavior and its

Disorders, 2012.11.5-9, Suzhou,
China

7) Suzuki M, Fujikake N, Wada K, Nagai
Y: Aggravation of neurodegeneration

by high—nutrient diet in Drosophila

models of neurodegenerative
diseases. Keystone Symposia on
Aging and Diseases of Aging,

2012.10. 22-27, Tokyo, Japan
8) Takeuchi T, Fujikake N, Wada K, Nagai
Y: Exosome—mediated cell-to—cell

transmission of heat shock proteins

contributes to the maintenance of

protein homeostasis. EMBO Symposium

on Quality Control, 2012.9.19-22,
Heidelberg, Germany

9) BEEMRZ, M UNEIRFRI X ORE
13 TDP-43 OHIfREERE, ) I+
—TFERR Rt L, ALS I[ZB1T DHRAE
HEEEEZT. F 35 B HRFRE
4 201249 A 18H~21 H, &
B

10) $pk<=V ., i : X—=F >V HRET
N a v Ya uNTIIBITS
a —synuclein = Lo [
glucocerebrosidase MHEFETE ST L
DIEET 5. 5358 BAMRREER,
201249 A 18 H~21 H, &4 HE

11) HHE&EF, fh: SCAL =F L~ R
BT AT X0 BIRZER O
BN ET A vt A NREDORK
it 5 53 B HAMRREZESHRS,
2012456 A 28 H~30 H, #E

12) FBBE_ fh: RV T LF I UHEE
FLa e UANATOREICED
T pb2 IXRFEAITHEBE L TV 5. 5 53
B HAMRZSFMARSE, 2012 4F 5
A 22 H~25 H, HK

13) JEEHMEZE, ff : TDP-43 & FUS iE =
Y a UNRTET BV THEN
R EREER Y. F53E H
AIRR I RE, 2012 455 A 22
H~25 H, HK

14) FHEKER, flL:SCA6 FT AT =
v vayYauynzTitLd Cava. 1
O CTF BMEDOMREE. % 53 [B] H AMRE
ZLHT RS, 2012465 A 22 H~25
H, 3K

—154—



H. AEREMEO HE - &R (FEZ
i)
mL

—155—



—156—



BEATGBREMEEME BAMRBERRITEEE EsMRETRIFEEE)

E BN R FRE DT BE

REF NI EEREA -7 7 V—

mESEE Bh E1T

(ERERFRZFEEZIIER: IR

BARFA CIRBRIEBASICEE T DATSEEE HHEMAERES

(& o THIET % 7o O DEERIERFE

BN RRIR R IR SRR

HALZEM T E MR B ST — L)
LEPFEE BB KRR O (BENTEITEERRREN T — L)

MEEE
WY T)VE I IRDIREE
ERNETHD, TDD

EHIENCIXREMERY SN IVEROEZHDSEDZ
CEAIORICER L, BROA— 7 7 V—2TLET S

LRy BERY ITNEIVOGEERETERONEEZEZL TS, FxlIVEEE
BIRAIA— b7 7 O—OHIEIRF L LT p62 D S403 DU VEMLEZEHE LT-, AEEIT
S403 U Rl p62 R EPUE (pS403) Z V>, b MR MR B OE AKDOYAMEIZ DN

THRET L7,

T NA =07, N—F 2V ¥R, ALS ZOEAKOREH T T

v >p62>pS403 DNETH o7z, Atgh / v 7T T b= 7 ADMDIRETH B, pS403 DY,
MBI ENERTHAZ LB bhoT-, F7- Atgh /v 7 T U hOEFET/
VFU R UIRET VYT ARE/2 ~DEEBEBRELIZE A, HIEE AKOEBEMNE

D LTz,

A. BFZEER
FaNTTIZRY IAZ I U AKE
HEALTWAIZI EHEHELTWD
p62 (Nagaoka et al J Neurochem 2004) |Z
DONWT, REZ O FRERRBA— T
7 U—DHIESTFEELDILTVWAZ &
DB, pb2 IZ L HFIRPIA— b7 7 U —Hl
AT =X L DOFENTZITV, M p62
S403 DU VEALBEBRA— F T 7 U—
EEET D Z & EHE Lz Matsumoto et
al Mol Cell 2011), AFELIIAMIE TIE
®LU=F ) 7 m—7 1 S403 U ERIL p62
PR E BTk 2 2B AETE R (LR E
TRENRROREER L ZOMESRE

BN LT, $lA4— b7 7 U—E
DRV ITNE I NR~DEE L <7 X F
T X > THRET LT,

B. 5L

1)/ 7 a— 5403 U L p62 HLiE,
B p62 HUE, HizmbvxF oHiEEZHWT
ZALBEEMRENRE (T AN, v —
. N—F Y PRI, ALS 72 ) OFIRR
¥ (T 7 4 EBYR) BRE LR,
2) Atgh /v T U MU AMEFHZE
RIZBE, ZOBNITH+NVAT VT E
FEE, N7 7 ¢ otk EELiiEo
Ju@E k& mEt Lz,
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3) Atgs Sy I T U FPDERTAHAVF
FIRET IV T ARE/2 ~DEER L 5
BRADEENENDO< T A ZEITEDLY
THREF LT,

(REm~DELE)
ARFILBE T AR ZIES T 5,
MSTATBHE N B LT FERT OB s T4
1z EFRFEOAR =TT,

C. WFEERER

1) TV NA <= —JF Tt iR R
B, R—=F YV UFETIZ L E—/MED
HAER, 2FF U §E>p62 i
>pS403 Y DIED YA TH A I L,
pS403 HLEDGEAMEITIE S > B KE D
277,

2) LEROFBERNS. U B bEAIL
YR BIZE o T BREFICHY B
b5 EBREENTNEDOTEELE
{EDRRE LTV, p62 DEFENHER S
TWBHAtgd /v 7T U b~ ADYtM
%, BRI ZB-> CEEMETRIL
Too VETREEIZHA, EHRERICEER
WM THEITERATH Y, pS403 12 &
HHEIHED LTRY, BFEICHY VR
fb&dZ LEWRR I N,

3) ALS Tl pS403 |Z & - T thread #£,
HERDR OYERTRD b, ERDROYRE
IZDOWTIE LC3 Ik o ThBEND T2
&, autophagosome & Bz, ZTD XD
PRy DEERIT Ad, Pick £ THRD S
niz,

3) Atgh #&E & L7=R6/2 OFFEIL,
FOERHAEDOEIMNZRD, ZNEAED
B LTz,

D. B

KRR EHERBO YR F L {LEh
TERY, E2IN pb2 IZRT 2HUET
LEINDZ EbWMEITVWER, 4
B OMFTTIE p62 DY T % F Y
BIZL>TRIESNAEHAEDO—HTH
DT P2 ITF DA X F UREE RAL v
o TaEexF U aF o R"IB RS
LTWa7ed, HAKZBWTIZ2EX
Fo, p62 DL 1 ¢ 1 TIEARWED, &K
ERNC S pb2 DRHAEDLTNWD EEX
b5, —F pS403 DY L Tl
Atgh /v 7T U MU ADKREFHIEBWT
HIEBRHOEEREHTHD T &2 b,
AERRTIRY VB L, BLY B b A
LTWa EBEEEIIN TV, FBHTH
UVBMENEBELZ2>TLEI> LD EE
% b7z, Oka T(PLoS 0ne2011) HiZ k%
VUBbT a7 A — METICB VTS,
Z Ry BOFREEIZ L - T, BHBEEIX
BxThy, HikzBITA Y vE{kkEE
DFEFTITEEICITOMERN DD, 0K
9 IREAKLISMT pS403 & LC3 12695
FUATYeE A HERIA ALS, AD, Pick TER
b, T3 5L autophagosome & Ei>
., BIZBEDILTWA D, FBHEN
Diphole LBEIND,

F— 77 V—%HELIIREE (Atgd /
v 7T U R) TRYITNVE I REICK
THEEEMNT LA, HIREE AR
L, BEREAERED Lz, 4—
77 U—iSHREICBT AR X
B IVT S5 Ao TWAED,
F— R 7 7 V= OHRENHREE AED
whaki-L-b02EZbN5, £
EDIZDITENBITT DRI I VZ I
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B2 BEREAERELD LD
DEEZ BN,

. {=§iii]

Uiy o B Y BRACERNAL
BEOPEICE 2 RE1F V7 B0/
FHIZH LB B D D3, pb25403 D L 5
ICHREENEEECOEELZITROTW
LORBY, BITCEELET D, F—
N7y OV—RHEESND LHBERNY IV
& I N X DM E B A O R
Do

F. BEAGRER
FFL & Z &L,

G. WIFERE

1. FCHE

1) Nguyen H.M, Miyazaki H, Hoshi N,
Smith B.J, Nukina N, Goldin A.L &
Chandy K. G:
voltage—gated K+ channels by the

Modulation of

sodium channel betal subunit. Proc
Natl Acad Sci USA, 2012; 109:
18577-82

2) Bauer P.0, Hudec R, Goswami A,
Kurosawa M, Matsumoto G, Mikoshiba
K & Nukina N: ROCK-phosphorylated
vimentin modifies mutant huntingtin
aggregation via sequestration of
IRBIT. Mol Neurodegener, 2012; 7:
43

3) Mitomi Y, Nomura T, Kurosawa ¥,
Nukina N &

Post-aggregation

Furukawa Y:
oxidation of
controls the

mutant huntingtin

interactions between aggregates. J
Biol Chem, 2012; 287: 34764-75

2. FRF

1) Nukina N: Autophagic machinery for
degrading the misfolded proteins.
in The 6th International Symposium
of Autophagy 2012, 2012. 10. 28-11. 1,
Nago, Japan

2) Yamanaka T, Tosaki A, Kurosawa M,
Koike M, Uchiyama Y, Maity S & Nukina
N: Role of NF-Y transcription factor
in neuronal cell maintenance and

chaperone gene expression. in EMBO

| EMBL Symposia 2012: Quality
Control - From Molecules to
Organelles, 2012.9.19-22,

Heiderberg, Germany

H. SHIREERE D HFE - BERTL (FEZ
=5
1. 5Bt
2L
2. ERHBRE
2L
3. o
L
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FEAGBRFEMEEME BISERBERRITIEERE (BIRERETTRITIEEZE)
EBNRFIE O IRARR & IR RIEBI I BT DATSEEE DHEMERES

BRI ESEE 18 v 7 4 <0 R2RIT 5 REHRES

MEgEE A R
FRABEE  FH B

(BB RFERFRIE LRI IR R AL 25 5F)
(BB RFERFRELRIICR R AL ESEF)

MRS
EEMERFRNMEME 1R v 7 A < 7 ATV T ME 7 v % > i
faDRPRZEERFEE, BRHERICEENRESNTWDS, —F5, BMEFH/NNEMEE 1
FUBE TIIREMREREORFT b RES N TV AR LD LT. /v I/ < T AD
RAEPRIRASRE 1R STV, ARBFFE T, BRI/ IMEERE 18 ) v 7 1 >~
¥ U ADKMHIEEENT T2 L 2B E LTz,
ERBEEERNNERE 1R v 74 v~ U ZOFHRTAMBOBEEICIIRER
BWTeh o7, ATAEBHRENICRY J1 2 I VEERERO T, Fiz, Bk
PEARAEICIBE2S DL, BRAEEFERT, IEBERITIRE O TR WINME OIRIEA /N & <
IHE BR AR e B AR 6 K OMUMERAE R RIE R 2338 b 7o, fTEMRIT TITSL b B8 0 [k
E R LT,

L7edo T, FROIZ O TR BHRIZEBNT S, J v 7 A v U R TEEHEEE/

FHZEMEE 1 BUEBE OIRRBE IR T D ET L VXA THD LR D,

A. BIEER

B/ M E £ AE  (Spinocerebellar
ataxia: SCA) IIRIBEIEDR R VEER TH
D, BWEHARICITHN 2 T AOERGRED
Wb, F0HHE 3 ERBLEETH B,
BRI ZEMEE 1 8 (SCAD) 13H
RefErEEEEECTRREERRERE
MERY FVEIVHERFOIT X
1 Thd, MEEBKRH, BEES, £
REEOCLL LT, R, EERKIKER
& R RER., KEEZ AT, EFRIZ SCAL
RO IR LR BRI DT o THRRHAL
OEMEDRRBDOLND,

FRE/INAMERE 1 Ik 2B TH

L ORI RN EZIT O H > TE
DETN=T AIHERBRERMETH 2,
BEOFRE/PHEMEE 1 HET LT R
OH T, MM FEMICEE/HRERD 7
WEIVEEEOT XV 1 BRET
BRI VAVz=y I T REEN, J
v I A v ADBIETFREIIERE /N
TMEGE 1 HBFEDOBELTFREZRBL,
FTNHIWCEET XX v 1 ORBEERIT
NEEDOT ZX 0 1EAORELE—
Thbd, LEBnoT, FxlZ/ vrA4Yv
v AIZHEER Lz,

I A =T ADKDIERE, H#HERICE
LTI e SN TR Y | MREME,
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BRAEBEFHRY., EIFERT LIRS
IhTW5D, —F, FR/PKEME 18
BETIIREMREEEORE bIRESL
TWDNR, /v 7 A~ T XADREMEE
BEBREITAEAT S LTV, ARAFE TIX,
BRI EMIELR ) v 7 A v T AD
RIEHREREEZMBT T2 2 BRE L
72

B. BrFJ5ik
AE. 2 58 EDE RN
BHEL1 ) v 74 =T ABLOa v
fa—<7 REHIEIER Lz,
FEFERH MR DR R RS L Ok D
B, BHER., BEAKEKRZ
Kltver-Barrera 4efa3s L UMY 412 &
VR L7, SR ADBRMER LziiE
IZ MAP2, choline

myelin basic protein

acetyltransferase,
polyglutamine,
WX HHETH D, EBHRIEEE
IZ MEB9404 Neuropack S1 2 X ¥ E&E % i
WL, U ARBEHOHAICTEEEL
RETDZLICKVEH LT, 1TEVEMNT
TRA—T 74— RTFAPMIEY AL
B B0 BB Z T LT

C. BHFoEmER
EWMERIMEEE1R, v o (v~
U AD FEEREI T &R E T A
bz, FHATAMBROKIZIIRE 2E
WERR o 7223, i EE R HL D%
WIZHRY & I VigEREZRDT, £
DIEBNHRE D ERTE DRRITIIK/NARF D A
b, BO/INENEDNLEBED BT,
F 7o, RIRICB UV CHEB R 1 BLEE
DR LN, BRAEHZMIC, EREHIK

If D TR R IHE DIRIEAS /N & < A
B 4R IRF T AE 36 &L ONUHE Frfe RF A A & 23
ROONT, TEMENT TIXLH LAY E
B &R A LT,

D. BE

FUHAIMEMELR ) v/ v~ T R
WCBWTHREEREDKRTHBEEIN
7edd, (1) RO REN/ NS VEB X
O (2) BABEIC LV Bk EE RN T o7
WE, INDL2HBEORKELTEZ
bivd, AIAEBHROBERNIIRY 7
ZIVEERRROLNTEZ XD, &
R OEMEORR S L TED#MBROR
BN 2o TWVABDEBbLs, i
BEIZOWTIL, BB RENIR OEMEIZO
SR T RN R SN LW
IEHB—DODFEEMEE LT R b s,

FH/PNMEMEE 1 BB Tk, BRI
BWUREHZRE P HRESNTWND, £
7o, REHROBESIEBEFHNZRE LRH
EEInTWa, LER-T, /v IA4v
~ U R IEE A RZENEE 1 B EE OFRE
MRBEFEERBRTHITIATHDLENVL
Do :

o7 A T ADRIEFRRERE I D
WTIIBRITIRIED A 1 = X LSRRI i
SN TND, RIEMEREFIZOVWTSD
R & FARRIREEA N =X A TH DD,
B D VIEREMRFFER R AT = XL
BFETDEONCONWTHARDIERSHEOD
HETH D,

E.

o 2t

=

INHEME 1R ) vy 7 4 =D
A THRIEFEIREERFE RO 5T,
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L7edio> T, FH/NEME 1 BIoxd
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SCAI1-KlI is a useful model mouse to test recovery of peripheral nervous system
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HiE. HMGBL ZFH/NMEME 1 TET LV a UvY a UNTIZBRIBHR T2 LT,
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