¥ L B B O & £
(5 0 B 72) bt =05
59 4 EH M
HAr (KLY ) M+ EaRE )
SR U RSO - S =
A5 o B Rk 254 9 A 24 R
AR5 O HAEOAE 4 S H 2 TN

(0 R H )
bt MR AT VCP @ H B R A2 W 72 KK RE AR BT
L (E#) WHE W
B wT A
WAk Bm s
ko B % W R




(e 1 )

AR R A Wt (A Fse) K4 MR
iy S e H b hRAER VCP o 3R B RE 2 o T2 B RE R AT
(i XA DEF)

VCP (valosin-containing protein) [E# A M EZEH S LED 6 2K AAAT (ATPases
associated with diverse cellular activities)-ATPase TH Y. ETHOHBICEEICEEHL
TWd, MAT. VCP D7 X/ BEJIOHEREETIEREYH TEEIZRESIATL
5, CRNETICEM VCP D 1 73/ BEENMN. IBMPFD (Inclusion body myopathy
associated with Paget disease of bone and frontotemporal dementia) & & [ 5 E & (K
EHEGEAOMBEHKREBZIIETREBITILEARESIN TNz, S 512, IBMPFD
NDEEAEGTDVCPD 17/ BREELRAKDOEEN., EL2EBAKEHEGEXDRIE
% ALS (amyotrophic lateral sclerosis) DRER ELGE DI EMNREBEIAh TS, LIzH
2T, CAOLDEEDEEIZCEVT VCP DHEZTEAEELZE ZHE-o-TWSE I &
NFERINDIN, TOFHEMIEITDITIEE > TULEL,

HELE VCP D FEBEBAREQ S IL, Cded8 E VWS HIBEBEICHAS T 5 E8EFTH
6 REEE, AR VCP LEBE VCPs DEEZ#MBAT 5, HFER cdcess

RERZUHKRICKBE VCPs Z2RBESE. TORBUEMM L. BHR. HF4T VvCP

SYLEBREVCPsOANGIBREETICHE TS cdcd8DEERZIMZDERMICINET
6:&%%& Lfco £fz. SNETHER VCP XER CIc4s DREBREEEEL X
Fa2—TEHVLWILEARESNL T, LML, FEEER VCPs X cdc48 REHREZEE
FHVWEALBLRAFa2—TELHILZzREL. REE VCPTRIESNIZZEEIL.
Mo DEEEGREOEETHLIAREEZRL -,

RIZ.EGFP L DREXI VNIV EBEZHERL. TOREZHEL-EL Z 5. VCP-EGFP
(& diffuse GREZRLEZDICH L., FEE VCPs-EGFP TIl& foci MBIz, £
D foci D—EIE bud IZTHBREL. ALK bud ABHIET BT FUEBIMICHBE
TEHIENBHOMAEL 2z, EHIC, POHFUVEECHERONE, HEH5WVIETUF
VHIEEFOWIEICK > THEEE VCPS-EGFP @ foci (FRIWD /S AR DEERK
(punctae) & o= &h b, FREER VCPs-EGFP D foci F 7V FUKBEMICHE S L
BENTEEINT, T, FTUOFUVEDE—BR2—B2NRVEBETHS Myo2 D75
FUBBRAAVIZEEREDH S myo2-66 ITHEWNT., EEHR VCPs d foci A punctae &
HoTWkIEMND, foci DERIZIE Myo2 B Z 2 ENBALMNEL =, T,
myo2-66 TIL&KEE VCP @ punctae @ bud ~DHWEMNBAE SN2 b, KER
VCP O foci oA [&. Myo2 IZ&k Y KR EE VCP @ punctae A, bud ~NEBEESI N B &
&k ->THEEINEIZIENTREINTz, SBIZ, CDEHEE VCPs O foci DA,
cdc48 BEERZMHOMEICHLETHD A EERLT,
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VCP IR G HEEZHEHSWNED 6 2K AAA-ATPase TH Y. £ THOHA
CEEFEIZTEFEFNhTWS, IMAZT. VCP O7 I/ BEIOEREIZEREY
BMTEEICRESIATWS, CNHETICEMVCPD 1 7I/BEEIZE-
T.IBMPFD L K IEN 2 B2 EHRERECHRAOHBREHEERVUEREENK
BHEEGHEXDOREME ALS RO EE SN EABEEShTWWS, L
MNoT., CNODEEDHEREIZE LT VCP DHERETENETELHEZE -
TWBIENTRINDD, ZOHMITHICEDIA>TULAEL,

HWELE VCP O FERKREOS (X Cdeds E WS HMBMIEBEICE S T %2&EE
FTHD ., AMXICTHEWTHEEE., HER VCP LEERE VCPs DEE %
AT IR, HFEBA cCdc48S EERZHKRICHFLERRUEER VCPs &
HEE, HFER VCP LY EHLKERE VCPs DAMNFIREETICE T3 cdcsd
DEERIUHENENICHNET S EEZRHELE, T, ChETHER
VCP [XEEH Cdc48 OREBHEEEREZL A X1 —TELHRWVWIEARESINT
Wi, BEBXERER VCPs N cdc48 REBELEEREZBULVELALELAF
1—TZERELEEZREL, RER VCP A O DEEERSEODEETH D
aEEETRL =,

RICHEEZEILI.EGFP LOBMEFI VNV EZERL. TOREZEHERL -,
#& 8 .VCP-EGFP [X diffuse GREZRLIE=DIC® L. &EEE VCPs-EGFP (&,
MW T foci R LTTULN =, D foci ®D—&F(EX bud IZTBEL. ALK
bud ~NBHILT D27V FUoOEHBHET S EERLIZ, TV FUESHEES
DUE HEZWEIT7TIVFUOHBRFORKEIZK > THEEE VCPs-EGFP ? foci
FRWD/NMNSHRIRDEEKR(punctae) &g o= & D KB R VCPs-EGFP
DfoCi lTT7 I FUIREMIZHREND I EEFRLE. TR 79F0LEDE
— 3 =B NRVEBETHD Myo2 D79 FUEBRAAVIZZERDH B
myo2-66 [CH LT, HEEE VCPs ® foci A punctae EHE > T EMD,
foci DM ALIZIE Myo2 EEH B Z &, HFHEE VCP @ foci IX. HEHEE VCPs
@ punctae A8, Myo2 [Tk Y bud ~NEFWEINDIZLITE>THBEEINDC
LERLE, S6IC, BEFIE., HEE VCPs A, Myo2/actin #iE RIZ &K -
Thud~NEBEIENh TfociZHRHT A ENCIC48 EERZHOINEIZHLETH
5 EEBHLMICL I,

UE KBXIE.IBMPFD R U ALS #5| TR & B E VCPs & B &R VCP
DWREDEVNEZEBCTHEML., HEE VCPs NHAR VCPIZERE LN
HEEBSZEETHA AAHREMEZRLIE-ZEOT, B (£GHE) OFMBXE
LClEHDEDERDTz, . FTR25F8A2H. AXARTELEZTNICHE
LE-OBEHABZEZITo-HER. 88 EZEHT-,

MXHNEOEGEMOEEOHEOEFT T, AFEEMIGEHRY R U ITHHE L.
NERET D, FrarHas. MEBHEFEOMMRICEIY, HURERAAART S Z
CEXERDLHAT. UTICARTRELTIHMNEZRAT LI L,
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