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Pva=7 (NS FHZEHE (R D EEWEREIS T35 < OENER & A, AR ELAIBET 2 Z & 13
Thd, TIUTEY ., FlMEICHE S A2 THITMEROMETH Y | FZEEO THEOMI RO it Tng, Ak
WNOTHEIRZ LRy il LR, 2B TF o —7 a7 7 ) — LR B, I BOTH RO 1T
L WESITND,

TaT T — MIERAE ORI B CHIRE RS LOBENOWTIUC B L TR Y . ATP #0EE 35T x1/1
X—KIFED X R ENR T D, TaTT V=ML 268 7uT T V—hk KiEh, 66 DY 7= MBS
NAERGEEERTHD [1], 268 7T 7 VY —AiF7 T 7—BiEEEZET 2 208 7077 Y — L0 198 i
HiIR¥ (19S regulatory particle) 2324 L7=bDOTH S, 198 OIHARIL Rpt1~6 & Rpnl~2 O 8 -0 ATPase 7
o=y NCHEREND, 198 a7 T Y — AORERSY - Chh 5 Rptd O2F KB CIIREBSEIZ 2 b7-0 [2], 7 uT
T — DS IE R < 72011 Rpt3 13D T- & &£ 2 Hd,

BT, B BIL, 7T 7 Y —MEREICWETH D LB X IS Rpt3i&fnf- KA~ 7 ADTic L v, s X
IR T D7 T T — DT, I EOHEFRCVETH D Z AL LT (8], 7o, BRI
TlL, G~ 7 ARROSHI T, 7077 Y —ha L Ri—x FOBGFHREIED LT . SRzl
H BT K DHERBIK FAVRR STz, % 2 C0 AT, BRI 27077 Y — AOEENZ OV TER
AR R 7 1 7 7 Y — MERER A~ T AZ W TH LN T2 2 L2 HE 35 [4],

A &
1. @

BRI 7 0 7 7 Y — AR~ 7 AL, Rpt3 floxed ~ 7 A [3] & Pax7CeBRIZ <72 [5] & DA
FOEH Ule, T CoFEREMNL, 1R, WEDBE—EITR/oVz, 12 R 2 L ORBEFIOIT T, Koy, K&
Fo3TE-2 BIVTETE SHc, AFERITRIR RS M2 RSP 8 S, BWERZE B CRGRA 2T E
L7,

2. FEXVT2UZED /) v I T Y hOFHE

HEXT 7 x> (Sigma) 120 mg/ml OPEE Ta— A A UIEEE L, 1VEH7=0 150 u1 % 5 HEhEkE CIEENIC
B LTz,

3. Furry—IiEH

TaTT Y — AEERERIL, Proteasome-GloTM Assay kit (Promega) Z V-, & X7 BEomHIZiE, 20 mM
TrisHCl (pH7.2). 0.1 mMEDTA, 5mMATP, 1mM j-mercaptoethanol, 20% glycerol and 0.04% Nonidet P40
Oz VY, Varioskan luminometer (Thermo Scientific) 12 & W F 88 21 Lz,

4. FEREDOFHER

HNT 47 h¥ 2 (Sigma) A 10 p M ORREECTIERIL, 100 1] ZERTISEARCAET 2 2 & CHEamsE L

£7o, AREERIZaY ba—Ld Lz,
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1. BETRH v 770 MR 0T T Y —NEHE

AHFFFEUZ IV = PaxTOreERTZ T s Rpt3 floxed ~ 7 A XX EX 7 = ViBEMHC Bpt3 13 ) v 7 70 hCEHET LT
bD, XEXVT =% 5 BIEER CIEENICE G4, Cre dBEICXk Y ) v o/ 70 NETAVEERLT., /v 7T T b
B R ERHINO 2% FACS (fluorescence activated cell sorter) % AV NCHEE L, Bpt3i8in 384 €& PCR
WCEVFHliL7z, /v 77U b~ (s¢KO) 1L, = hra—/L<=U A (Con) &L CTHEL Bpt3 BinfREH0
PflZR L (K1A), EHIZscKO v U A TR s FIfIA MR CE /272, FRkDET VERWTT e T 7 Y —2A
TEMEDOFHZ4T > 72, scKO 7 ATiE, Con ¥ AITHATHE N 7Y AEB IO N 7Y 7T 7 V) — A
PERE I SN Q0D Z L afER LT (K1B), MLEICE Y | B R 7 e 77 V) — A K~ 7 AT T
U, FERIAE A Bpt3BIn T ABANMEZ W, a7 T ) — NEEET D 2 & AR LT,

A B FERY T NURZ
1.5 2x107 = 8x106
mm Con
mm sckKO
® # 1.5x107 # 6x10° 5¢
T 1.0 3 * % 3
13} ﬁ\\ 1x107 E\ 4x106-
b I ||-:
2 0.5
% 0 ] ]
14 %k % ™  5x108- ™ 2x106-
0.0- 0- 0-
Con  scKO Con  scKO Con  scKO

1. scKO ~ 7 ATid, ik e Bot3 BintB L O a7 7 ) — AJEMED ]
A)  scKO HROAHAIIN I\ T Bpt 3B in 1038 Bl ST (& test: ***p < 0.001),
B) scKO HISROFSHIIEIZIWT T a7 7 ) — AR BT S AU TV (B test: **p<0.01),

2. BRI RAR RptS BIn TR~ U RIIHAERREZET D

scKO ~ 7 V%, il B 7 0 7 7 Y — IEREAR A & U, i FE ClIfi il s K& < %759 5720,
AR~ DB B A D T DI A E R A T o T, X EX T 7 =% 5 H s ClEeNIc it 5 Lils F-xiE 4
Z L, BISBHICHNNT 4 4 FEv v (CTX) e 5 2 & CiaE2BE Lz, FAERROFERZ ER LD
A, BT, 14 HHIZBWT scKO v 7 AT, Con v 7 A &l U CHEICHHEEN D LTz, £z, KEDK
AR T-DIC, KEHZVOFERZTER LI-E A, FRREFRBEIEAE 7, 14 HHIZBWT scKO w7 AT,
Con~ 1A &l L CHEIZD LTV e, scKO =7 A Clid fiEENEIE L CTE CWRNWI ER LR~ T2 728,
eIk LU T & B Rk D BIER 21T~ 7=, 54 14 B BIZ collagen 1 (C X B HRIHIOYL LA T T2 & 2 A,
scKO =7 ATl collagen I BEEIZYE > TND Z ENHERTE, ZIHZEET 5 & seKO w7 A2 T Con +
7 A & R UCHEIC collagen T 2SN L, MEHELOSET L C0D Z EDB BN ST,
3. BRIEMIERNZ Rpt3BIioTF KRB~ U AR 5 BT

scKO ~ 7 AT, BERMHFAERREZ S Uz, BREHOFAEIL, kil 2> T A 72 D FRsiliu & g
Wiatiotz, XXV 7 =% 5 ARLE CIEENICER S LB TR EAZER S L, 2 BROREL 230 7-1%12 0, 5,
15 BRI 7' v T EATo T, REHEZ HEEL 27 7 — BB A TV, PaxT Jii% AV oyt bl H—f)
FBEDT= 0 D PaxT BtEila (Fhepiiie) Oz ErRk L, #EXT 7 245 0 HHE TlL Con w7 2 & scKO v v
AT Pax7 OB 2 =2 7RO 78 > 23, 5, 15 HIE Tlid scKO ~ 7 A2V T, Pax7 BsHila o 2 fni
RaOEAI LT Z EdVgnotz (K12), BLEIZE Y | BRI Bpt3 s 1K~ 7 AT, g
7" — LN LTS 2 EAVRIB ST,
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mm Con
o i :
8 == 5cKO

% %k %k

2. scKO ~ 7 AT, AR~ —L2sb 4%
ZEXTT = A%, R AREEL. 0. 5. 156 HIZD Pax7 BMHiltica sy et
IZE W ERLIZ, 5. 15 HIZIZIRW T, seKO #ETIX Con #f & bl LT, fiiiio A &
W LT e (test : *p<0.05, ***p <0.001 ; more than 15 myofibers per animal),

4. ‘BRSNS RA7: Rpt3 Bin TR~ U A Tl pb3 MR NEM L

scKO ~ 7 AT, a7 — /A h3 e L U728, Mifestds K OSIaEESERE 238 ~72, scKO <7 A Tld, Con
~ AL LC, TUNEL BfED7 R h— A% 2 L TWARIEAE BN L Tz, £z, EdU Yfz179
&, scKO =7 A3 Con v 7 A & Ll U CHEIZ EAU BB IE 8 LTz,

ZDARZALET 3 T ATHRLIZOIZ, Con v AL scKO ~ 7 AHROfHAIIEA S RNA Z#ffiH L, ~
A7 a7 VAT E ToTo, TORER, 7077 Y — LB L pb3 v 7T Lid scKO ~ 7 ATV TTTEL T
7zo scKO v 7 A TIL, EBEIaF & LTHA4R pb3 FELIAEITUEL Tz, pb3 ITHIIINDZ /e A 2 T
BIG-L TR, MBS OISt DS S b B2 Z ERNA MBI TWD, ABFTETH, pb3 ORREANE
PEEL, ME A5 R LRI EA RS L, EORER, Sl 7 — L O E-> T D &z T, 22T, scKO~
U AHSROFEHIUZI\N T, psSBIL T/ v 7 X052 LT, HHEEIIHIN L AF 2 —END0E ) EREtL
720 scKO ~ 7 AHROFFFHIII N T ps3llnt-/ v 7 X %95 L, Con~ 7 ARG £ CHFEAEN
VAF 2—X7,

LRI X0 BRI e 7 e 7 7 ) — AERE R AR, AL 7 — L Dbt KO BAEAR R A B L= [4],
R — L DJANE, TR b= AT L DAMIESE &M L D b7 B S, ZDA T = A LD pb3
BOTHETH D Z EDVRR STz, ZIVETIZ, # o\ RO pb3 13L& DRE LI ST 5, A
FEDI T BRI L & L7 iR, S BITIEEbE 27 SHIEDIFEC /2 D L5 2, S LR DI NETH
D

AWGEA T3 IZE F Uiz BsRUSEmR AU SBIHLR L BT £
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