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VCP i%, AAA (ATPases associated with diverse cellular activities) 77 I — BT A2 EHE T, ERMEXERES
RIS LTW5, BHFFEETIE, KUZLYIVHEEETILE LT, S OMHEEHERDREICBVT, BEEOEL
kL, MEREEL L WAL FETAEAEL LT VCP 2 FE L7z, & 5ICRE, MBEMEERY L) FHES 4
NF—D—8TH % IBMPFD (Inclusion body myopathy associated with Paget disease of bone and frontotemporal
dementia) DEFEETF & LT VCP SEE S N7z, ATPase {EME2 K- 72 ERME VCPIE, Y3 F VLEEEOER
MfaE oz, MRErFET 2, ZOBEEIMREENRBROREGRLELESLIOZ L5, RENLRKRICBT S
VCP @ ATP RGO GIHERE L T 5 2 & P HREAMREEORERBOMBHIZL o TERTH L LEZ LN,

E—E

VCP @ ATPase (&t % il 3 2 B OB 2 47v>, (1) VCP @ ATPase G175, EHBE/ EFH L - TERTTAZ L,
CEMEEE/SEBICL 2 VCP OEHHIEA, 522FHDOY X714 YEEOBLEBMHIZ L > THLRLTWAE Z &, SHIIEH
ZBWTH, EUHRFEDOFEIZL 5T VCP D ATPase [GIHHIFMET §5 2 &, BRI GHERRZEEIE, VCP OREEIKT
2NLTC, MEFOBRERELFISREIT L, E512, GEREHV: in vivo DERT, EHEEEICLS VCP OB
LI DHIRIE A FET B2 L 2R L7 D EOEE,S, VCP 0 ENBFR/ BFEROBELY—7 v FO—D2THY, 1§
MEER/BHFMEIZL 5 VCP ® ATPase GV T2, MIEES L O L5IERI T2 AR S iz, HHEE/&
FEF LA S MREEMREDOREICHEG L TWAE I LHRHBENTSEY, VCP L 0ENEHEDO—2ORMTH L
EATREEND, '
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IBMPFD Ti3, filRAIZBW CHIRBENERSCEHEREGRIBEINS, INDOWREED, ATPase HEHEE 72
EEMEVCP 5 THIREE L LBEEFOZ L2 5, BRME VCP O ATPase HHIFET LT3 Z &S
72o IBMPFD TR W72 S N7 B RE VCP OB 24T, DTOEEHS H»1C L7, (1)IBMPFD TRO» o - ERK
VCP DiFHEBEIE L7 25, TXNTOERAED ATPase G TLE L TVa7z, (2) IBMPFD OZRMAK VCP I, o7 7
VoLBERCI o THFEINL X F VILEHBEOREROBER AL RE L Tz, & 512, (3)IBMPFD O&EAK
VCPIZRY ZVF I v OBREROEBEOIRE L 72 4—7, ATPase {fithkN%k - 72 R/ VCP TIlREEMEO TR IZHNH]
Ensz, BLEoiERS S, IBMPFD id, VCP OEMAMET L7z720 Tld % {, {EHATTE L7-ERBM4K VCP 12 & - TRE
BICAMRHE S N7 720 [ RBEE R G ERI LTV 5 2 LAVRIE S 7, ‘

Pk, AAEFFETIE, VCP @ ATPase GO FIfHE S L CBRERERIC BT 5 VCP OEEIZ W T 247V, VCP
? ATPase {EHEIHBA CHREICHE SN TB Y, Z2oOMEIHREENZFETLWRELZHL ML,
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IN=F YV VIR, TUINATIRRRY 7V I 2R%ES  OMFEEMRRIC0E L CREBC OMEHRMICEE
EHEOSEEIBREINTV S, ZOZEhH, £ OMBEMREDREICE T, BEL2EOHRERHREE S
FOMIAE % BT 52 BT ASFEELZLON TS, L LS, MREIEREEORMLFBERBI VTS
BHENTELT, 2O20MARNRERELHIINTWERV, VCPIE, HEEORTIMIERICB VT, WEEWE
BORBECBVWIREEQELRRL, WREESLIUOMRELFET2E0EOERE LTRIES N, £ OMEEME
BOBAEREFRCERBELTVL I EPRBEENTWIEAE TH L, 512 VCP I, MIIAEERE M) RIRMES 2
F3F —DO—FETH % IBMPFD (Inclusion body myopathy associated with Paget disease of bone and frontotemporal
dementia) DREFEBETF L LTHIEES I, BELEOEREFRICHBEL TVE Z EAVREEL LTHESI LTV,

VCP &, AAA (ATPases associated with diverse cellular activities) 7 7 3 —IZBT 5 EHE T ATPase {itE & o
TBY, SFE&FET 7709 - LRIIERECENEIHRZLEIBEE LTV I EPHALDPIIR>TE 2, —4,
ATPase {fith % 2o 7:E B4R VCP 2 MR ICRBlE ¢ 2 &, MREOZREESEOESHEBOBESF| SR SN, &
BECHBESFE SN D, ShoDMASS, VCP O ATPase iHHEOHIHERE, B LUHREGEETALNSEHE
BEROERIZ BT 2 VCP OREN LT 2 2 £ 2%, MREAMREBOBIERBOMPIZL s TEETHZ LEZ LN,

HEE#E2, 33 VCP @ ATPase {GM % 4 2 BIEIC OV TN 21T 720 £ ORE, VCP ® ATPase [GHEA MR
F/BFEREILoTURT T8, COESMEAIGREED Y AT A VEREOBIUSHICL > THbRTWZZ LR L7,
DOVCHERR, B LEERFEES, VCP OERBET 2 A L OUMNRoBREELFISEI I L2 Rz, &
B, THUBHREIC L5 VCP OBMUISH St 2 FE T 5 2 L %, BEEEV in vivo DEBRICBWTORLE, Ih
LORERNL, HEEE, VCPENRE/ EXFEOEREL I -7 vt Oo—2Thh, HURE/EFBIZLS VCP O
ATPase DK TS, MIEEER L OMRIEL T &2 T HREMELZ IR L7,

DoVT, BHEOBRERERICBITS VCP OREIC >V T 41TV, VCP PREBELEORERERICES LT
WBHIEERH Lz, 3, H#EHZIL IBMPFD TRH SN2 VCP 13, ATPase IEHEATIEL TWA I L, S5,
07775 —LORBENMILLTWBEI L EIRLZ, 2OWT, ATPase GO BRERTE L RET 22 L, VCP
D772 % =4 VCP L AMRERICERFELTWLILERLL, SHICHEZE, VCPOREILEI-T, BHER
KEROBEPHRESN TSI LRTRR L, ThODRERLY, HIFEEL VCP O ATPase HEATEA B EREFDOTLHIC
FECHESLTWAIEERZ IR L7,

DLEoRIE, VCP OMREITEHME/EREIC L > CRIELZ, IO MREEES L UL 5| S Rk« 12
AL, £7:, VCP ® ATPase &1 & o THIBBAOBESTRAMRE S N L TREEZ R L72d DT, VCP O#EEEHIH 2
MRREMRBE RV IBMPFD ORBEOBBIZKESHFEFTLIDTHLLE2bND, LoC, FEZRIL, 2B—¥T,
Rt (EaRE) OFMHLL L UiifEd 2 b0 LBz, 512, FHRI8FE 1 A23H, WwXAS L FIICBEEL
72MBERM 24T o 724 R, G LB 72,
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