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Ubiquitin—proteasome system impairment caused by a missense cardiac myosin—binding
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protein C mutation and associated with cardiac dysfunction in hypertrophic
cardiomyopathy
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Ubiquitin—proteasome system impairment caused by a missense cardiac myosin-binding
protein G mutation and associated with cardiac dysfunction in hypertrophic
cardiomyopathy
(SALVUREERCERICLZAIEXFY - TATFTY—LROEE LIEBRE LA
B9 S DERAEREE &L EEHEX)

i C & I

AT AR BCIL IR & FRER L F D2 RSO R KT NE KA ARE O FIEIC B 53
b ZEXTF U - T T TV — 5% (UPS) 1IKRK LIz DLHR I A4 Vs G R ACOEESy
A DIEEREREEZEE T 2 ENmb N TS, AT OAEEZEoTHA
ANDIERALLFFIEC L Sz S 42 UG EHCEIR T O RAERN I A v Ui aEHCD
WML 5 UPSORSRERE T & Z UK D D T AR h— Y A2 EE T 500G E it L
77

M # & A &

FC CTHRE Z &7 B KRB e B OB{5 A R % Denaturing HPLCE & direct
sequencinglZ X VW IRE L7z, COS-THEMR 2 & ONTHEIR T » N HEEL AR Z B I A U fE
EEACERB ST . ZOEARENRE 7o T 7 Y —LEEZ O NIT R h— v AEEEH
ERET U7, B RELDARE B O DHEAE 2 DB S R A 1 & 0 FFm L,

w R

BRI FBR A 0 O ST DO FrH 20 L SFRSHOHTHL X A > Uik & B ACE R 1R
72 HTNIRE (E334K, AK814, A2864-2865GC, Q998E, T1046M) #ZfERd L7, AR I 4
VU EACOMOBR T R R b IR K I AV A B ACIZ IR U TGRS
22T, E334KILER B O 2 B L, mFl e 2 B F A b2, EERRBBLED

B TRRD LN, ZOEAOYREW 2 b ICEA L-LEINGCI32I L 5 7 w7 T Y
— LPREOMPI L 0 [EE Lz Z & 5 BE33KE ADRLEMIZUPSE N T 5 L EZ b5,
F72E334KDO B ARLEMED 7 T HBITE DY VBRI X B 334FBBHOT I BEOER O
ZAIZ LD EHER S 7z, BPAE S o RSB R ECIZ H LT, E334K D38 BLIZCOS-THEAE

2



2B ONCTHEIR T » b EBE LRI 20S proteasomeiF DK T & p53. Bax, cytochrome c
EWVHET R B = AEADOEMNZR 5Bl 28 X UBel-x, & WO TR h—v A EH
DD B, TNENOHIICT R b — R &8 Uiz, B34k L RE 2 HT5H
FOLEHEE R IA B R UERROIK T & A LDEDILREZB DT,

% =

AAFZET, BARNNERBLOFHIE B D> 5 MVBPCHEAR B U CHREEE O F 48 B L SFRtH
DHFRLRN A S iz, B AR O 28 5L L el U CE334KIZHR GIEMEIZ 2213 72V 23 UPS
I L COBEADRLZEMIZ LY I AT UG ERACLULRBEEITHED LTz, £ DRI
TR T 2 BEOZEAL A HER S AL72 25 MYBPC30D 33438 B DT X B P D # s & 3 B &
DTIRNTZOIZESMKDIEIE AL 2 ] & T HER T AR OGN LETH 5, —J7 TE334K
DOFEBUT I 2 & e mMino 7 a7 7 Y — MEWEOK T 228 L 7R h— 3 A B8
HHOFEHRNZE LT R b= 22T 5, BRIR 2 L IZE334K % A9 5 B RO AE
BRI DR & IERIER &L > Tz,

ATV URAEACEBRTFOI AU AERE TH HEMKIFUPSZ /T LT, I AT U iR E
HCEHAZAZENTL2ORBR LT, IPSORFIZIDZT AR F— AEEREADOLEMEZ -
THERALOFHAE EE O DR R E 2B E T 5 Rt b b 2 o7z, 2 O EITAE R
DFEBRE OLARERIEICE L Tl eFr 28+ 5 L E2 65,



