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Research of the tailor-maid treatment of hypertrophic and dilated
cardiomyopathy by comprehensive genetic analysis
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WFZERC RO (337) : The study included 157 sarcomere gene mutation carriers, and 107
subjects underwent serial echocardiograms. At a mean follow—up of 7 years, 12 subjects
experienced systolic dysfunction. When the subjects were divided into MYBPC3 and
non—-MYBPC3 mutation carriers, the rate of systolic dysfunction was higher in the non-MYBPC3

group than in MYBPC3 group.

AR ERA
(EHHAL - 1)
[ERESES [ 18 2 & &t
2010 4FJE 1, 700, 000 510, 000 2,210, 000
2011 4FJE 1, 400, 000 420, 000 1, 820, 000
2012 4FJE 500, 000 150, 000 650, 000
L
FEE
&t 3, 600, 000 1, 080, 000 4, 680, 000

WFIESTE - DIE

B O5F - M E - NRSRERIRES: - fRERER N

F—U— P JERBLOHIE, A4, JRRRLOHE, Bis. Bis%E, BERES - &Il
1. WFEBARS RO 5 BART D —Z I 4 v CEBEG T
FAZ BRI THE L —N— FRZESE
HBAREM YA P~ B2 1T LD &
LT, S TR AR AE O JF KBS F- 23
MBS, L LaX T HRERZa—
+5 10 L OB R OERPHA L LT
WESNTE T, HIFE L LOf hrR=r

RERBLAIE X, SR L 0 RS2 IRIE
EIRET HRPBIELERB TH Y | BHFEH D%
RIEDFIR & LTl bBEERE W, 18- T,
ZORMFE RIIEREE TR T D L CTEE
RERETH B, 1990 F B RALLIHE O JFUA




I & fnFERICE DIERBODAIED KFE R E
RH L., ZOKREGZ IR TP TH LM
L7z, 0 hbaerR=r TEEFERIZK
B RERALDHAE L, HARELUE ISR~ 2% =
72 U CHRBRALONIE L FERLORREEZ & D | D
REZBY LT W EREH L, 2 b
Jb 3 AT AR RSB RO RIE BE D
) 60%DIRIK T 5 LA I TWDHN, FE
D 40%D AR IE BB CIIRIK 23R HTC
b5, TNHDOBEZRICBIT HBELETER
RERF OB R, BENREOT-DIZ, i

IR A TR PN B OMETH D, Fe,

LIRS FE 1T HBIE DA 2 & T2 R s
DREBETHY, THRARTHD, EITHILL
B DI & 72 523, ENCOIRBE R %%
T O DHERITRIE AR B, 5
NHEERHETH D, TFE, PLraxTER
FERAZEN L2~ T AT, DN LY
UAREEATHIOBI T ) P UZRIK
BHC, L7 AN VEARBICET
NHDHZENRBRESNTEBY, ZO/E, &
JL 7 O B AS T D28 B8 BRI g E
DIFK &7 % Z & 3HIBT LTz, 2003 F1213 0
N LBEEEAD—DOTHD T+ AT
7Ny OE R A AR (ArgdCys &
Leu39Stop) 23, & ALEAHEIERL LM E O JRIA

LD 2 EmE S, HEEE ORI T,

2003 4F DS T 360 DIEKRALLGIEFR R &
O 130 OILFRBLLFAES R & #H2 LT,
FREOMAE SF 2, HEEHEIL KL 16
BRI B) ISP gtakE THE R, K OMLsE
RIDIEICB T A 7+ AT+ T N,
FKBP12. 6 8 1-iffT ] #HEE L, @B b
CEFHF42 (B) . 2004~2006 4EJE) . WFZERG
L LT, FICBEEDORD L7 WIE KT
FHIE R (F& i) 20 44, PRaRALOAGIE B
CRUE) 10 & &R U, eI R A E
380 A IEEEALLAIE 140 2R & [FE LT,
I B AR 520 FRICE T DI TR O
B IERBELLIE 2 FZRIZT A AT+ T N
VB AR E: 11e38Thr & 1ledbVal %, ¥k
SRBLGAIE 1 2RI 7 4+ A7 4+ 7 N\ Vils
TR Argld del EFEH L7z, WIZ, WFIEEE
R THE R K OEERL U i iE O Js REFR A
BN, BRRBERERRNT), T 7 e —
Fnb | B bz GEEERFZE(C) . 2007
~2009 FE), ZOWETIL, O hrR=
VI BLOT Bis A RRIRE D EE R
DDA 2R & 7292 & 2 0B—EIES
MAIC L VIEA L, 2R D IHER 4,
FLTOAREEITICORNAZ L EZH LM
Iz L7,

VLB R 2RI LT, IBRA KL OYE 3R
DMHAE O FREEBE TRATIC L D .l 2 Df
EOBLGTFRIZIIS U7 — T — A — R{BE
DIESLNVETH D EERTDHICEY . 5L
RLA LT,

2. WSRO ET

ARG BN TIE, HBFE L7 IR AL A E
400 A, JRIEALDRIE 148 FRICOWT,
(1) MR 7B T2 ED D L &I
AR R RN HE 2 fEB L, 8l x OB TR
WIRRIERE NI T A (T —TF—A—F
B, (2) BEE&E L2 R B S
Mo T=FRICT, FHOBLGFOERE KT
T5ZL, BELE,

3. WO ITIE

WHFEDJiiEE LT, (1) IR K OEGR
L ARIE T 3V THREFE I BE S0 oD AR 1242
HBERBEL. ZHOLHEFIZB W TR T
L BRI & OB E B ST H 2 L
(2) &b, BEMOBEFOER P RS
IR Do TIEBITIR, REA DR KE R D2
HBEmTo2 &, e LTHEDT,
(1) *t5 &3 2 IR K OEERALOAIE LIS
DWTIE, BEICEM LIEFNICIZ TS BT
SiE BISEFE 2 Mkl L7, JEGIEEREICHZ D . B
BR2WN BT DIERNC DUV T, FFEsHH
B O RN 2 48 LTz, BB TR
OWMEILLTFTO LB THD, HIMERLD
DNA extractor 341 Nucleic Acid
Purification System (GENEPURE, PE
Biosystems Corporation Ltd., Foster City,
California) & I\ C DNA # it L. PCR
(polymerase chain reaction) 152 CEfEF
DR AEAT > 72, ZDH%I%, BEIChITL T
7= Single Strand Conformation
Polymorphism (SSCP) {EIZHER 2. T i/ fi s
AT (Hi-Res Melting: HR-1) Z#HWT
AT T 2 F Ly 7 AL B AR O @i iR
DOTNRENERET 5Lk, AR
DHEEZHR LIz, EHOTT7 A% 7Y
—TPCRZITVW, ZTOHTAFYET ) —%
HR-1 OFEEIZANDIZF T RY T 7 U AT
IRV EHWTEERKEZITO 2 L 72<
EATIZATRE T o 7o (TR IR, 1Ry
720 2~3%4), ZOLIICL CHEETAR
DI ST DAE BE 1BV T, REEfRD
HBLRIGE N 2O G0 ED, BEOTREIC
BEE 9~ 2 B AR 2 BB AR A L 7o, DM AR
FOARFENRBSEE S - OfATIX, WP RE
DORDNEIT L7,

(2) B TFERIBRE IRV RITON
TIE, U7 74 b~—0— & H 7T
Z AT L CRIKEE T OB T ERE L
7= BT, BT T 7 e —F I TR EAT

77,

4. WFIEER



2010 FE 1, Bfn TRITIC CBIB T8 5 %
PR TMHIEZ RIT DN T, ZRMIIC B AR e
ZoyAr Uiz CEGERAC®, Int Heart J. 51:
214-217, 2010) , FOFEHR, 72 & 2 [F UlEls
TR X0 LIIE 2 FIE LTIERNZ BV T
b, BRI IERRREN R D Z LAV L
77 BAREIZIE, O beR= TR Th
% Lys183del 28 B 2 3 2 IR KB FE2451]
FEHARGE LR R A i L=, — 7 DT45%
ZMEE . EIRGEIC B W TR SIS A S I
BEAMET L. T4 DI CHREOFERFT R T,
DEPEOIEE LB L ODETRE LS L
72 O AMEDN D B BEME D UM AHE L DY ER D B
e, M5 D925% D BT FEIE % FEHiE T
% FE TITEBNAEREEZ R D, JRBRARHIRF I
HIEAE R RRARE 2~ L, BRI 70 JE KR
DREDIRREZ = LW, 20X fE—
B A REKE 2B D EERRED =R %
ETFLHFENELT, LT o IF Ty
RDOZRINEEET 5 ATREME 25 2. & OfiEfT
WCHD AT (MR C®., Cire J. 74:
2674-2680, 2010) . BAKAIZIZ, Hra AT
BRI LV IERFLOEHIE 2 FIE L 720
R EBRNE (4920 D 1264, Ft64
£, RS LE) 1BV T, Mgz L =
VTV FT UV R DS EfRT LTe, %
DFER, L= T o PF T o v RERD S
H. ACEZHLDD alleleds L UATIZ AR
-1166DC alleleZ A ¥ 2 Bs 14 Rk KH
IZBWT, OISR EDOIHHFEREIS T
NFBOHIRLT N LAV LT, LLEDOKE
BRIV, P aATEEFERPBRE S
ERALLAEICBW L= T v F T oy
VRS AR 5 2 Sk, B
FIVAFHEREIR T 2R Lo WMRRE 2 B8
R RETLHZ L, ThbbT—7—2A—
RIRIEZITO ZENFREE 720 DFHIERSE
DT EEICHFLGTE D AEEM 2R LT,

201 1A E 7> B201 2R FE L2 3T Tk, 67 DA
SE LT IR RALOAE S RIC BN T, 1574 DOH
b3 AT BIRFERRRE R Lz RS
F LD, BYE8TA | SEHAFERRA6. 5 20. 55%)
1574, D a2 — MRS K 2D R8I 2208
HHETH - 721074 I12HOWT LT a— X

FEHE 2 RERFROMRNT L7, PHBIERIZ T4 T,

10744 H 1240 W B R A R A o 2 SR BRHE SR A3 50%
it & 72 D I BIFEARZNRD bz, 4
BT ORE R, A0 HBI, Ik X
OB ZZBRAGRIRE D 7 S BIR HH SRR & B3 % =
E VB L7 (B4uEdu, P<O. 001 & P=0. 020) ,
FEKNEGFE LTI, SV UREAEAC
BisF (MYBPC3) EHEAZ AT HERMKKNET
X, EZEIEARERFED HIUT WD & v
L7 (P=0.042) ., ZOfEEL Y. 1074 D
®RE I AV A EACER T RIEE

(MYBPC3#E) & IEI AV U MEAEACGRR IR
K#E (non-MYBPC3EE, T 7ebbiLihN—4& I

I o ESHBER T ERRRE, O hrR=
CTEEFERERE, BX LA haR=
L&A RERE) 1250 T, b a—XiH
TAREE L AETF R 2 Lefs L 7=, MYBPC3#E CI
BB T, A2 SIUERRR I 21T
SR T2 DIZ% LT, non-MYBPC3HE Tl
ERIEAZOEITRRD b (FR.

Figure 1) ,

(%) MYBPC3 (%) Non-MYBPC3
100 100

e NS i p<0.001

B0 B0

70 :F I 70 _i
80— 60 T
¢ g :
40 40

30 30

20 20

10 10

o a

baseline folow-up basefine follow-up

Figure 1. The percent decrease in ejection fraction in MYBPC3 and
non-MYBPC3 groups. MYBPC3, myosin-binding protein C gene; NS, not

significant.
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Figure 2. Kaplan-Meier analysis comparing the age at which systolic
dysfunction developed in subjects in the myosin-binding protein C

(MYBP(C3) gene and non-MYBP(C3 groups.
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