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FAGBHENFMERMHEDS (2 2 H50ERBFRAEE)
TR R s

BEE—a-ny BB D 5 0 F OFIE & RERIETREIE OB
EFERFRE HRIT T A EERERFRESRIERFRAR S 5R

MAEEE

1. BRFREMERZENRIE O 4 TR IEAERA & FRRRIN I IR
HEREMEGHEMRE SBMA) D M T v AV =y 7 = U AOFENENC I T 5 8T o 3R E5%
[EEZHET L7z, SBMA <= 7 AFEECRTIR TIXFERD D dynactinl OBBRERBR L ~ULR
BT LTWed, FHRRERNOEFREHMTEEARIIR-N TV, AEHRERB IO
Fluorogold OGN HEE 2\ LEBHR~OEERE TR > TH, SBMA= Y 2T
IERERTD L THEMRBEENREEIN TV, ThALDEFERIVTRLER L %E
L, AIEETH B Z LR ENT, SBMA DOEEMAEE S LBV T dynactinl @ mRNA 33
FJUOEBERBE LV NUBET LTV, dynactinl OIREIFIRIZ L 0 MRS IE Xh
Teo BAEX Y | dynactinl OFBKTIZ L 2 THENREXOEZE) SBMA DORIEITEL B
HELTEY, BEOX—Fy heRVHBEEZ LN,
2. FHEMMERIREGE O TR EEARET & JRREH L 1RRtiE

20S 777 Y —LPHITMIENTREL Rt VXV BOHREITo>TWAE T a T
T—EEEETHD, FxiIHHE Methanosarcina mazei @ PS (Mm—PS) ¥ 7= k «
& B2, PS IEM AR OB L EAR LRI HIENTLER LY D2 2R L
Too BFARLE X OFIEMEMHERERIREE ALS) O RR TH HER S0D1 L HEREE 3
& Mm-PS /3% £ SOD1 BRI 72 R REIC L VW A EBREMEIZSODL F U NV BERETS®.
A EEE B Lz, Sbi2, BE S UAOREEBERLTERT D Z 7 B0
RBLRET D Z LN LE 2D | Mo-PS FHIL, FHENME ALS OFHRIBEEL 20 5 A ke
HERBDDORIRET, NR=F L Y RRTNAINA T —REORE X Ry BERENEE
TAHMDOHRENERBOIREEE LTHLALETHDI EEZ LN,

3. EB—a—u U RRBIIRBITAEEHERBEORY L IRRER

Sa— B VRIIEBEIIERT A AT EIN TV AEAEOHEERIZOWT ED
aexF U A—EE3), SCF™ N-HEEEEREOHEHELBI L (o F bt 5a
=—Z72E3) & CHIP (4 F ¥ XufKFERE3) &9 LT 27z, SCE™ 13/ ik
REEE>fZ (ERAD: endoplasmic reticulum associated degradation) ZBE&3 B E3 & LT
BRLUED, TOEEENY 7 2=y FFbsl iz —u VIZBEMICRE L TWS, KE
X, Z® Fbsl 23/MEE (BR) EIZ&4E LT SCF™™ A2 LT ERAD (2B 54 A, ¥
A N VT Fbsl B (EREIZIL Skpl & D ZEER) ©, BEAEOLM R SHEARLSTF
xNnr b UTERTAZ LR R LT, £/~ CHIP FFERIZBWTIL, 0 K0 =7 AN
REMEIRBIROEREZ R Lz, EHICINETCHIP D/3— b F—v vy b LT,
Hsp90 & Hsp70 MMH SN TWANR, FD HspT0 2T 5 Covrvy_Rurd LToa—a Uiz
FEREMIZREBE L TWD Hsj-1 28R L. FD K0~ 7 A b {EH L7z, K CHIP 1% Hsp70-Hs j-1
CHALTETANERE BEML Y T72T57—F) 2HBEMIC2EXF AL, 20 b
DOFFFERRIL, EF= 2 —n VERBED & T34 R EMEBROREICBITAEH
EORBEEHEBOREZEMT S L TCEERMRLEZOND,




A BFZEEE®

BE—a—n U EBRIES =z —a )
BRI EERE T D MRENRETHY
BATRIET S b0 & LU THENRMERIRE
{LiE (ALS) & EREFREMEAZERE (SBMA) &
BELNTEY | WE OERCRERT RIIE
LENRE L FOREIZHILET B a0 b7
<TpnWEEZ LN TWA, LL, RKEL-
CHMEDHESL SN IREEIT R < TIRM
PEINTWHEEERTH B, MREH
REBOEEZRRET27-0120E., & IZm
FREDSFEELZHOMNITAZ EPNEE
THY ., ESITREFEIZ L AREOTHEICD
WTHBRBAKLETHD, BAIZINET,
ALS & SBMA |Z3L@T 2IRREHRIEOMER % B
U EED TX T,

SBMA 1X7 v Fu U285 E (AR) BREF
D CAG VE— FNORFEEZRE L 3 54
REMREBETHY | TESH=2—2 O
P L D BHREITHEO NG ERER XU
JHETF., BRFRE A TER &35, IREEIRZ
<. EITHEORBE-ED, THRIIMD CFE
BHTHD, BxIXZNETIZ SBMA D=
AETNVERV, FEEIET 2IREEOR
BT OBELAZIT> TE T, Box BER
L72 SBMA DEF /L= 7 R Cli. MEREER A
HEIZ LA B W TEE N >REIZEIT L.
M~ RZEBHHWE LHRE 712 7o
55{Tol b ZAMET A MAT OV BE

DARTIZHEWERE AR OFZABATIIE S 4L,

BEEEEIE LLUKELL, Thbb, T4
MATa AMRBEHOER AR OBNEREN
SBMA DJFIEEDF.LELRLTEY . FEFIZE
BOEMIIRE EEZ DN, <~ U ATOH
FTRBEICESE, A4 X LR 7 705
OHEEERRBREZITV., ZORER. LHRH 7
O VREREIIBITALTE ARERE
OERNEEPFEEICHSHI S, MiE K bF
BIZEDTAZ RN o T, F,
LHRH 7 ua iz X Ve TREEN S ET HE
mARENT-, LEDORERIZESX, Fxld
PEEE 9 AL EMMERRRR & L TEMR
HFEI_EEHRRBE2EMITERRLE LTE
MELTW3B, SEER, & ICEREXICE
B L. SBMA DOFIHIREEIZIT 50 THED
FEER & | VBB L B ORI 21T o T2,
—F5., ALS IZ oW TITMIRN~DEEER

BERBNVHREL LTEEIRTEY. %
OEENFEZIMETALDO L LTHFS
N5, 2087057 Y —APS)ITFREL R
TN RV B OB REIT> TNE T
n77—EEEETHD, PS IIEMLEE
EEUNTBEOGRIZLEE L, 2 X F
-TuTTI—ALFBOI @I, 73
7 EREER] LI TWA, TAY A
7=/, N—=F VR NVTFU N R
D LT HEEXIRRY TV IR, BHERE
P ZERELAE (ALS) 72 8 < OFREMRE
BT, PSR RORERNNICF VNI B
BEAROEENSA LN DD, PS OIEHE
THRREBIZKELEELTWAEEZ LN
TW5B, M ALS DRBET V< 7 ZADIH
HEALTH HFHATAEBIZBV T, EE
IZ PS ORFTEEHIE T RSN TEYD, &
B Cu, Zn-superoxide dismutase (SOD1)I{Z
LBBREZ VR IERERNER =2 —n
VRIZETHICERT A2 ERHREINT
W5, SEIFR% DAV EHE PS X, BEi
FRRD PS DFLSRIZ B T2 5, ERZHRID PS 23
BATHEEOaBLIOBY Ty M b7
DBHERBERE VR IEERETHDDIZ
ML, 1BEOAD e BIOBYT2= b
MO HEMREREFON BEZ NS
B D in vitro IZBIT 2 SEEMEIIEZHR
D PSIZLRTHATH D EHREINTND,
AR BWTIE, L i EO PS BE
EHENIZBWTEEZRT Z &7 < H#EE
LTEEZ I BOSHEPRE L. #HRE
HREDOIREEL L THEETHADE I B
PRE LT,

Tz, BB 2 —u U RBEE TR
BREMHEBORESEE L LT, BEMERO
EREOREETEBBOMENE 2L
LTEBL, BRNATEESINTNS, ==
—aUBNHERNDOA RV RAERMT S E X
DY —E UTERT 2813, ZHEAUT
HD, TORFEFE L TCHESERZBUTY
HANTRT MR, /pAE (ER: endoplasmic
reticulum) TH 5D, I ERANTHRAELLE
EEHEZAET A ME L U T/ a B
43f# (ERAD : ER associated degradation)
OFFEDTRBEINCER LTV, 1992 4,
FH 41X, ERAD I2B§57 5 N BEEREXE
e FF o) H—F¥ SCF™ 2HE



L7z, & D% SCF™ [z oW TS, BB, 7R
REICET 2 2ENELZERE L T, BN
5 Fbs I3 L 5 EOSFEMND
577 IV —EBER LTS, Fbsl @
HPR a2 —a UFERICEELTWA D L
Z RHT &4z SCF™' OfEA#IEIZ W
{£Fbsl &% b A —2R (GlcNAc—GlcNAc) %8
EED X BEREERTIC X 2 ST SR
Hr & SCF™' @ 4 RIBIEDIENT KBS . 58
) ROER G FOEMEEIC L A5IE O
EFREATHEIC o1z, FORKE.
Fbsl IZ&<HF LWL F o (EEAPTIE L
TRENIIHEET D2 THOBR) Thb Z
ERHIA LT, AREEIL, Fbsl D==z—n
BRI O THEIE B H AR - TR
L7z,

5. 4 b HIRRE) 2BV THE
HEOHREEHIIMODTEETHY FKxld
INFETCZIOToERIZBWTEERH X
ZHSOTWD EHE SN D Parkin (Fe
EEEBEEEEE SA—F 0 Y VEER
AR-JP OREBEFEY CHEEMIZIIZ v X
FLVH—ETH D) 2OV TH I
L T &7z, # 24X, Parkin 75 RING-finger B!
DEITHHZE, TaTFT7TY—hELHMEE
B35 & EROEEHIEBENETT S
e A T, B/ 2 EFF LK
ISERRIET A L, FD KO w7 AR R—%
SURBICEEZBIERBEIT IR ETH
b, IDIWIAEELCHIP 2 X F U H—
BlZoWTHLZNETOMEE S HICKE
SHT FFZEDF R A= F—HDFL LT
Hsj-1 2FET D L T F D5 UV 21T

27,

B. BFEE AR
SBMA {Z351T 2 AT M Bh AR %
1) Mz
AWrkEELHEERZUTOEY :
dynactinl (610473, BD, 1:250). phospho
NF-H (SMI31, Sternberger, 1:1000). #i
polyglutamine  ( MAB1574, Chemicon,
1:10000), Dynactinl ¥ufAIZIE microwave
WX AHRBIEZER L,
2) Immunoblotting
AW ERHERZLTOREY : #
dynactinl (1:250). dynein IC (MAB1618,
Chemicon, 1:1000). #T kinesin HC (MAB1614,

Chemicon, 1:10000),
3) mRNA fi##T

In situ hybridization B LT real time
RT-PCR (iCycler) 12X B EMER L OEEW
FENT 21T > T2,
4) Fluoro gold labelling

Ketamine—xylazine BRE{T C 2. 5% Fluoro

gold K 4.5 ul NIV PV ) PR A
W U APERERIZR S Je vy LR S TRE
BT 5T LTS % Fluoro gold i8R 2
ELT
5) FEEFFRAELR

ketamine-xylazine BREE T T~ 7 2 K&+
RTEBEMHREELL L, GEEBEEBS IO
REERHEEOMBENSERAELHE L
immunoblotting #4T - 7=,

THE 0T 7 Y — AL B ALS Dk
L) EME 0T 7Y —sDru—= L
LB BT B RE DK

MTCTHREFRBTEEO L M E
Methanosarcina mazei 7>%., PS (Mm-PS) %
W T 5 2BEDY Ta=y M aBLUB
VTaz=y MNEZu—= 1Lk, BVT
2= PO CEKRIIZIZHistidine & 7 &40
L7z, B¥7z2=v hOiEMHESL (Thrl)
ZIEE (Thr—Cys) ¥, PS &E0OEMHS
WRIFEERBYTa=y F mB1) 24
L. RBELTE2TOERIZEVE,
Neuro2a 35 X " HEK293 38 #A91Z Mm—PS @
a, BV T2z 2 v S AT gy
XY —EBMEIZ IR X, Mu-PS AT RLENY
RN CHEENEAEZTRL 2 2085
N, BEMNILDZZ RN IEESB IO
Nit+Z? 7 2T XY BHEEL 72 Mn-PS OFMERIE
Rl BE LT,
2) Mo-PSIZ X AHREMREEERERFZ L /3y
B D53 RS M DO FRAT

KM ALS ORERO—>Th AL R S0DI
BELOEAR SODL & Mm—PS % L3588 x4
SOD1 # > /X7 B ®D turnover {Z Mm—PS 235 %
55 %% pulse—chase fEAT7e Kz X v st
L7, &BIZ, RUTINE I HEO—DTE
oo —n U REE SN D BRI EE
JE (SBMA) DRI TH B BEMELERY &
NZ I Q) #HEROTRas eSS
Z— @R, N"—F VYV IRICHEET S o
—synuclein, 7V A < —JRICEEST S



tau [lZ DOV T H RO ERE{T - 72,

SCF™! J H—¥ 04 T & VEAME O
]

1) #BEAYENFTE  BNEAE 2 KBHE
TREIHEBE IS4, BE—ERIIBERE L,
BREAELZRAELTEDONE (ER) #
Ex X HHEAEEETIC L > TRF L~V
TREMT LT, F-SEIZSUTNR (RS
dEE) AR L CHREERTS T I B
BREZFEE L.

2) AEbFERFE: Vo NERENR.
KIBE® D VWITEBMER CTRE - FR L,
IhHEFRVWTA Uy E RO ERF AL
T oA REBEL, 2 XTI HT—EE
HEEELEZ, ToOM, EKKE
(SDS-PAGE) - Western blot 4#r7: Ko
Th, BB TTo T,

CHIP K U\Hsj-1 OSREfRATHIZ

1) CHIP & Hsj-1 VU v bErr NVERE
I, RIBE AL, B L, 2vx%F
(LRSI, PRI FIEIZE-> THRE L, &
BRI~ A VKREE LAV 72T —E %
Anlk, 2 xF b EREDREIL.
SCF™! U H—F D7 v & A HFEIZEL TIT
-7,

2) EEFXRE (K0) <7 RADOIER ,
CHIP BIz¥ & Hsj-1 BIEFIZOWT, EE
WP THE—FT 4 TRy Z—F BRI
7o, Sall IZ L V#R{E L. TT2 ES HEfZIC
GENE PULSERII % FvNT 210V, 950uF 2T
L7 bR —v g VEICEDEGETFEA
21T-7-, ES fifaii=1L 7 bRl — 3
v 48 BRI D> 200ug/ml G418 12 kY. 6
- S HREERI LT, ’A~A T UMtESZ 17—
VIZPCRIEIZ XV BETAEREE®ITo T2, Z
D PCRIFIZE D (ROFRMKBICHF iz &
S>THER L), BART UL - BEAY L -
FFOBCFEAOBIERRLND O
Jo AT YE UTHRERAE 2 ES #
MiZRE L=, PCR i% LA-Tag Z AV TITo
77

(R E &~ DERE)

REEOHIZEL. & LTEEMIRR LU=
U A AW BRI RS L) = e
Y FNEHEERWALENRETH D, 1

2T, INHOEROERICIT, MEE~D
BEEITETH T,

C. HrEEHER
SBMA {33V} 2 T HEEh R Em 2L

F9°. SBMA =T N~ U RDEREDORE
ML ZEBIT L A ma—a T 4T
AV MBFHRHERICER L T\, Z0EHE
XU ADOMBERBEIZETLTRDL
. EROEITE EBIZER L, Fima—
o745 Ay MK L « -bungarotoxin &
W R E R N TTHEMIIBIET AL =2 —
0747 A MIBBGEEDOEES=a2—1
VIEMEARIZER L T, BIREOERIIE
EFMBFHTOLEEINT, T, UTFT AN
JEEEEREDY BT h 7o PviE=
2a—uT7 47 A NEEBROEBEERLE
2N, Rab-3A OEFIIFRO N 2hoTz, =
2—RT A4 TARNRVFT RN T 4PV
RN A IEITHER L OWITHICHX S S
23, Rab-3A WNETTHEICDABEIND Z &
IZEHE L, SBMA < 7 R TV THITIHEER
MXEORELNMBEEAEOERFEERORRE
Th D ERREL Tz, BEHREREICX
0 7 AR EE B E O R % &
Nl T % Rab-3A ONEFTHEENREEIZIT
BEIIRD NPT, VT T R T4V
(2B L C BT E R = I I B E IR
B o e BAR < 7 A2 T SBMA
<= U A TCRHFITHICEREINE T T T
A VVDOEPEEIZED L TWEZ LM
Binkipotz, ZORM LT X OFRIER
FERIN LD LN, EITE L bICHEE L 2
ST, HIZ, MBEANZFITHEICEXIND
Wh~e—H—Thd7NrFud—L KO
BEHNEEICL Y EHAOEH =2 —
YEIGNLTEE DA AR R ITHA
T SBMA = U A TIERERINDL T3 b
Za—uUVERREDLTWAZ EREL N
Lol BIFRRMTORBIC L 2EERR
N BEB T, 744 a I—)L ROMERHR
NEER S LB L7205, BEEfRRE DR
B LEHE, SBMA ~ 7 A TIERERT) D 7
AMENE=z—u ENRED LT, RIZ,
SBMA = U R|ZEI1T HEAREEREE O 55T
BEMERT A0, BhREXEE S T—4% —
EHEORBREXFELZEZA, SBMA =
YR OBEH = 2 — o B L ORTR TR



dynactin 1 BHEOHRENBERNOE
BB LTEY, 20 mRNA LU RfE
BG4 LTV 2, Dynactin 1 1% dynein
28 EEAEER L, BT X ONE T
RBELHETIEAE THY . FOEE
FERIZIVEBGEES: = — o EERN
ETLDZERHFEINTWAS, Dynactin 1
UNDBEEHOERERE L LTI, dynein
heavy chain OFREIIRE R CI3Es4£A L
EDRPo TN EITH O~ 7 2 CIRETMR T
EBENEFD LTz, RSO dynein
intermediate chain X° dynamitin (p50) IZ
DWTIERBRICERFT IR 5o, In
situ hybridization Z #8479 5 & dynactin
1 O mRNA VAUV RT Vv Na U2 5k
OERNEFEZEI =2 —n L TIEL TR
Ty RueF UoSRIERERICERE L TV
W2 -y TREWZ ERHLMNE 25
Too UEMNS, RY A Z IV EOEE LT
ERT VR f v EREOBRNERICL S
dynactin 1 DEREEZE M HITHEEZRE LR
EDFRRTHI EEZ LN,

—J5. SBMA = U A TITE LV VR RID
bbb THRMEENRD LAV
LD | MR OB REREE DS R R R
DREREEZZ bND, Z ORIk iEREE
DEEREFRITT D720, SRR RS B
KD SBMA = 7 RAZ KB 21T oTn & 2 5,
FERITFTHAIC®RE L, F72. BENO
SBMA ~ U A TIIHITIEICEE S - 7 v 4
Had— L RNZED IRV ENEma—n
DENTHFAER < TR LV BD LTV, &
BHRO- T A TRZFDOHOBEMMNED bh
Tz PFET. EB OB T dynactin 1 O3
RET Lol 245 MRERREXEH O
SBMA = 7 2 TCid dynactin 1 ORREIN F
LTS, EBRICEFAR T 2D 1L~
JATEWE ZAETHEM L, £7=. SBMA
DEERMILE T /LT dynactin 1 OFE L
NADMET LTV, dynactin 1 % 3
AL ZA MRBTER CIE S hiz,
PlED 5, dynactin 1 OFEEEIK T SBMA
DMBEEMBRIZECEE L TWS = L
BEMNERoT,

HHE T T 7 Y — AT LB ALS DIEEK
Mn—PS 1X, WHELENMEEEMIBANIZ BT,
WTEME PS L ERED & o R0 BEASCIEE L.

EEREEERETDIZ NI EEABE
R LT, F72 Mo-PS iBRIRIRIC & BT,
BN HIRE A~ DB b R BT D S h
<7,

BEMBENICBOTERBEIES L
Mm-PS {3258 SOD1 DR B ErElk L 45
FEL TV, EEMBENOER SODL & 3
JERBEEL, Mn-PS # L7 BREIZLY
RERFHEIZIET Lz, Mo-PS ORI L, B
AR SODLIZIXEEE B 2 o 7-,

Cycloheximide chase £ X U pulse
chase {E& WS35 . Mm-PS 13 Rk
RrEMIZ SOD1 O RERET A LT, &
£ SD1 # U I BORBEER LSBTV
DT EMWRENT, MIS assay B LW
caspase—3/7 assay OFERN G | Mn-PS 1324
£ SOD1 \Z X AR % B B RTEME I D iR
Ll BHEFLERESE-EREY Tz
v NEEDER Mo-PS 2RI IE-EAT
(X, ZERE SOD1 O fRRHE, FHEMSIEIRIT
ROLNZNhoT2Z b M-PS 12k %
SEOWERIT Mn-PS M ILEMMEARN T
BWTPS ELTHREL-Z LIz kBT
bHBHEHESNT,

FIERIZ. Mm-PS {XIEH AR DARIZEE S
529 SBMA OFERA L2 5MELE Q 8%
FORER AR OSMBOBREREL-, &5
W2 MorPS I —F 0 Y VB CERB LTS
ZEDBHBNTWS g-synuclein BL T
WINART—J{RTERBLTWBZ R84
TS tau ODFEGIEE L7, Lo LA
5, Mu-PS IXEHHIENIZ L EEIZHEELT
W% a-tublin °GAPDH 72 E D IE#E & L3y
B3R EBEE2 R o T2,

SCF™! U 74 —¥ D4y FHEHE & /E AR D
B
SWERBEREEAE R O WERER
BiTHE/MEE LD U R Y — A TEREH
Do ZALOITEIRR & M L T/ NEEIE oo
BREBOF ¥ R8> THIEERI~EY
AEND, ANEENEES U< 3/ aiiE s
AIRENTFAERAGIL AT &L A EH N BlgE
HEMEZIT 5, ZOBEEAE L. /NaERN
DX DTV v a0t 2EY T, 7
F—NT 4 TRT R TR EOER
BIETERK (S-SHEADOTREET) BNMTbh
2. TZTELWEREEZFRL-EEYE



VA, B/ NEIZ LY SAUBLEO =
NR—= R AV MMIEREEIND,

MMM EEEAERNERB LD oW
NiZVTBLEEBIESTHEEILRDBDT,
SWRIEOANY O Th D/Malizix, BRE
ERRIC R L-ERE &N L., BE -
BT A7 00KL REBERFERERAONT
Wb, ZOXHRBEEAELEY HI W
HEA T VN SEER] EFFE TN
Ao B L7z & o W/Mafsis xRl s+
0 U RFEE LETREERK (B DV T
VIR RN L A EE) ICREREEFEIEY
HLTWaiIzbBEb b3, FIEEEEORN
30%LL Eldm kg AIC R L, MEAT
DREZITTERY . T OO ERAD ()
fatkREEE R E AR SFEEhTW5,

ERAD D EARBEIT, /INEIEPN T ERAD DX
gL B EAE OB, MR o EE A~
DOATH=, MBI A2 EXxF 1k E
TaTT =LA LBEGED3ODAT v
TEVRB, FOFT, HWREREDES
X NEERMEHENEZZ T -EERE TS
D0, HEHEHNLEFEEREOHR - ERAD ~0
B—lT 4 T SR O—ED X T LT
BELTWAZEVHEE RS TETWD, I
ER oL, EHERNT 52X F ) U —
¥ L UTSCF™” 23R L, Z OBE#5E 0 ERAD
WHEELTWAZ & REXIEDT,

Bih, Bx I NREAEEERENEET D
BNV FUR2REBETHIENT. B/
— AEEEP ST T 2 F a2 E VTR
LTI ne VST T o —2ERIL
T i & AT L7255 SR, Fbsl (BUFR
Fbx2/Fbgl) D4 BEIZ AT L7z, Fbsl X F-box
77 IV —BAEDO—DOTHY ., SCFEAK
Skpl—-Cullinl-F-box & H & (B i
F-box) -Rocl Bl &% F 1 U H—¥ OIERE
BV 72—y N Chotz, SCFRZEFF
Y H—+¥ I Skpl—-Cullinl-F-box-Rbx1/Rocl
DHEBREINT A TESERTHD . EH
BlY 7=y NT&hD F-box ZEH}TAHZ
EIE-oTEHEEERR L2 =—I E
HE#REErF T Y H—F
THbH,

HBRENEERRERAWE#ET NG, &
SCRs I AR S NI SRIR I HE B R E %
RV FF AT ER2EEFFY T —F
ThHhdZ ERHALE), BITFK 41X, Fbsl

B F RO Fbsl &% hEA—R LEDES
RO X BRESEERENTIC L A LI IERRT
WARE L. Fbsl 12 L A HESGRRIME 2 R T
VUL TR LT (3 ROMRREH), Fbsl @
FEHFE A R A A o (SBD) L R#EEIT 10 &
DYWELT BREEN _BIZER -T2+ UK
Ao FHEEELTEY ., ZO—RIMNET D
N—TEBIC LV EEAE CIIEHOET
XBIZMNE ¥ 5% bbb F — X
(GlcNAc * 1-4G1cNAc) ZRRFE LEA L TW 5,
VI FUoONEEEE LT - U RA v F
BE I —RREETH IR, ZTNETIIL
RIEEDRE SNT- L 7 F o OFESEEEHRE
ALl - — FMER TH oD L SBD T
I —7EBECTEHEES T H LEX
& oTW,

B ELR2BEEABICRBWTEMian:
FEEORTHE DL, BEBH O T S
CHEERLTWA - DFbsl & OFEAITHE
HTHDHEEZDLND, L LFbsl1DER &
72 AEE BB IZERADIZ B W CHIRE 1T ik
ENnTEREEORNTZEHETHDH L
8 ARADOF b B — RS b EEICE N
LTW3EEZLNDT-DIZFbsl EHHEAE
HANTREE b LHEEINT, 2D EIEF
UNHEAREEAG CHLEME I,
FoslEmWERMMEEZRT LW EREEL
H—HELTEBY, 26D L 6Fbsldisy
FOSehs TR BREMICERT 5 Z &I,
Tr74#—/VRREBIZHDIEELE & RL
BERMEERTHZ LR, 2 EXFF U R A
M HEDIABfbEnEHETHDI EE
A2y (0

¥ 7o A4E Fbs1-Skpl @ ZEBAD G &
ERRATIZ T, SCF' &0 mREEDET
MEbBITo 7 GRUERfET), S HIZEET
# BHRNase & fES L 7= SCF™! 246 0 7 (K& &
FEATIZ B AT LTz GeSCERET) . Z OFER.
SCFs! v %F o) H—E L LTOER
MEHE N4 F L~ THIBR LT,

—7 . ERADIZT T OMfa - s TERERY
WWREONABEETHDZ b, Fbsldi==
— 0 ZEREMICRBE L TWAZ L OHEH
. ZRETHROREHTRELRHTH-
oo MPIE A IZ=2—a v D L 9 2 IESTH
JE T, BEEEOSEEEEE 2 B TR
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BAESBRENEERMBIE (2 Z 50O FEHEEE)
SRR RS E

EREREME A ZARE 2 31T D WATHEBh RIS IEE & £ O R

SRS BT BER AHBERFREREFZRIERMRENRERHEDER

MEES BEMEMEHEFEGCM) D FF AV xoy 7 <7 XOREEFIEIC 31T 2 ¥ 4T
REEEEL BRI U7z, SBMA <~ 7 AFBECRIR CTIIFEAERTD S dynactinl DEBAERER L~V
PET LTV and, FIREERNOERER CIIERRIIRZN T, LBEHROEIEN IR
BT DV TANEEEER, —a—u 7 4 7 A PORITEEMND LR LT, ik
SEPTER~DEFRITIZERE LA BN dyo 72, Fluorogold OHERERNE 518 L OEEHR~DE
BERENTIZ L > Th | PTHICER SN SFHATAMRBIIRBEN» OB LT, Zh
LOERFEIIWITNOERICIVEEL, A THD Z EMBRENTZ, SBMA OEEFEMEET IV
IZBW TS dynactinl @ mRNA BIOEBAEFEHE L ~VLMET LT3, dynactinl OIS
B X 0 HIRASES Bl &SNz, BLEX Y| dynactinl OFBETIC X 2 M TR REOEE
SBMA DEIEITE BEE L TEY, BEOF—F vy b 3B EE 2 iz,

A. BFEEER

FREMRERBOIBREZERT 5O, REIC
X AREO T MR X ORI R EE O 45 714 % 87
LT AZENEETHD, BLlIINET, B
FREMERFENEE (SBMA) DJRREARAA & IGFIEDBRR
EEDTETEY, 51T SBMA LA DEEj= = —
v B G BT SRR OB L B S LT
FEEDTET,

SBMA X7 > FrF U ZEE (AR) EEFD CAG
Y- FORFERZFRRE T5HREMRET
HY., TABEH == —w o OB X AERETH
DOVUREFRZERES KO R T, BRRE 2 R &7
%, BEEIT 2L, EITHEORBE -89, FHIT
R THRBITH S, BAILINETIZ SBMA D=
T AETNERAV, REEZ LT HIEEFEORSS &
Z ORISR EIToTE R, B2 BMER L7 SBMA
DET N T ATiE, FHRAERSHEZ L~z B0
TEENOSHRIZEITL, v RAZEBH DV
LHRH 7 e 7 oG5 %21Tok & ZAMET A A
T rBEOKTIZHEWER AR OKNBITIH M

Ih, BEFEEXE LLHKELL, T42bb, 72X
AT v ARIEME DL R AR ORNEREAS SBMA DIR
BoRLERLTEY ., RRFCIREOZEMIZRS &
Zxbhic, v URATOMREMBEICESX, Fxld
LHRH 7= 7 O E UABERIRRBR 21TV, £ ORER.
LHRH 7 7o 2 LD REREICKIT2ERE ARER
BHOBRNEBRPFEICHfl =, miE K bFEIC
BT HZEBHLNERoT, T2, LHRH 7 1
T XV TEENLET ZEANRINT, L
DOFERITESE | Fox 13FEFE 9 A O FIMAERRKR
e LTEmRERZEERAR T EMMFEIRR
ELTEBLTWS,

SEEX, & ICHREmEIZER U, SBMA O#IH]
TREBICIIT D FHAEOMIA L | 1B X BRIt
DI EAT > 72,

B. #FFFHIE

1. EEHRES

AW ER2HRAEEILITO®EY : Hidynactinl
(610473, BD, 1:250) . phospho NF-H (SMI31,
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Sternberger, 1:1000) . Hipolyglutamine (MAB1574,
Chemicon, 1:10000), Dynactinl¥fiZ}Imicrowave
W R AHURMIEZER L,
2. Immunoblotting
AW ER2HEIE L TO®@EY : Hidynactinl
(1:250) . dynein IC (MAB1618, Chemicon, 1:1000),
Hikinesin HC (MAB1614, Chemicon, 1:10000) .
3. mRNASEHT
In situ hybridizationis X Ufreal time RT-PCR
(iCycler) IZ & BEMR L EEBMET 21T 1=,
4. Fluoro gold labelling
Ketamine—xylazinekEr T C2. 5% Fluoro goldi®
WA 5 plEAIN MY VRV Y ZBEER
WG, 720 UKRRH R CEEE MR % ik L%
Fluoro goldFEIZEHE LT,
5. FEBRREAEER
ketamine—xylazine FRERTF T+ 7 X KEBH 9 CEE
ER LR L., SEEBREFR L UWERBEED
MR HEAE M L inmunoblotting 24T o 7,

C. WFEHER

E9°.SBMA BT L= U R D EREHH OREHEB L
PRI LI A, =a—ua T 4T A NhRRME
MIZER L TWe, ZOEREIT~ 7 X OMRIERSE
FEIZHEIT L TR b, FEROEITE & bIZHEE L
o ilma—m 7407 X2 bHifEE -
-bungarotoxin & A\ oo B LIk CTREMIICBIZ T
BeE,=ma—a7 45 Ay MIERIEFEOESH =2
— VIR ERICERE L T\ e, FIROERIIEE
B TLBE SN, T, U FT RN EEEE
HEDS bV h 74V vima—aT 45 A
v b ERRROERE R R L7225 Rab-3A DERFIIAD
bhighpole, =a—aT7 4T AV MRV FTS T
#4 DUTERERNEFIETER L OWITHICERE S R
% 3, Rab-3A IHMBITHEIC D AEEIND Z L IZEH
L\ SBMA = &7 R 2 33V T T MR SRR 00 B H3 il
REHEORFEEORETH D LRHE LT,
A BB L Y VT RN AEEERE D
HhFRERE & 72 & 2 A Rab-3A DONEFTMEEh TR
WWIRERERRDONR2 ok, YT 74V VIC
B L THIETEERRECIREIZD o2 n

ST, BAR < R|ZHT SBMA = U R T
THRIZEEEINDZ VT T T4 PV OBBFERI
BOLTWAZERBELNERoT, ZORIIE
U 2 DHERFSER D OO b, EITE & HiZ
BE Lo, I, BIRNETITHICEHEIN
HEN~—H—ThbB 7 NFu dI— FOREKEH
AEEIC LV FHEITAOEH: =2 —a %25~
LickZA, BER<Y IZH_T SBMA < 7V X T
EREFPDL IRV END = a—a VEBRELD L
TWBZERELNE o T, BIRRE TOREIZ
LAEEBERINTHENT, 7t ud—)L KD
FRENERRE LT L2, BEEGARE O
R L [F#kR.SBMA = 7 A TIIFERTN S F v Eah b
o VERED LT, RIS, SBMA = T AT
BT 2EREEREEOS T LA T57-0, #
RmEr#EIE— ¥ - BHEORAEZ?EE L
L Z A SBMA = U A DFEES = = — 12 LB L OB
R TIE dynactin 1 EHEOBAEBNRRBIERNDOH
BEWZHALTEY, 20O mRNA VUL RIERTH D
A LT/, Dynactin 1% dynein 72 & & &K
AL L. NEATHERS X O THE B R 2 HilE 5 5
BEHETHY ., TOBBTERIZI Y BsEES =
2a—aUERBBRELDAZ ERFEINTWS,
Dynactin 1 LA DOESEOEHEERE & LTI,
dynein heavy chain OZERITIREEH CIIEAR
L ENRIRI ST EATHI O < U X TIXRTMR TREL
BB LT\, FRUSD dynein intermediate
chain % dynamitin (p50) IZ DWW CITRBRIZEEIX
B bhiehroz, In situ hybridization % fEHF
4% & dynactinl @ mRNA L~ULIZER T FuaH
VEREOBGNEREEI - U TIRIEL &
BT Pl U ERERERIRERL TRV
2= TEEWI EBHLMNE ok, BEhb,
RIITINEIVEHOERLEERT Vel v
BIEROENERIZ L D dynactin 1 OEREEENW
ITHMBRREEEORRETH D LEX LI,
—75 . SBMA = U X TidE LWHRIERIZ b b
O TRERAIIRENRTRD LRV T &b MR
DOHREREENSHRERBHEOFR LB D, =
DRI REREE O W 2 BT 572, ik
FEIRFIER RHID SBMA ~ 7 R EBWT 2 1To 72 &
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