


Clinical Question 7-1-1 7. DEhEEEEE

DREEESHIIE VDD 5 ED & 3 I247 D h—Ham

AR

OZMBE/AIL 6 METICPBRLS EHDERE DI I—IC KB DRETEZTTD (V
L—KB, I¥R/IN—bhFE=ZFD).
ODHEEICEREDRITIIE, PELCEDH 10RETIK2FIC 1 B, 10 REERIZEIC
1|, DEETFMEZTD. DHREICEEDIAONEDS, BEEESICHBEICELT
WE, OMEEFMEETS (JL—KB, T+AN—hFEZF).
ONEIFMATICIZ DB Z21TD (JL—F A, TFAN—bFEZF).

BR- B8

71 x v AR YA b a7 4 — (Duchenne muscular dystrophy : DMD) 0/ B 55 130
Mgy 2 ta 74 Y EARBIWHREATH L. BHEDE I3 10 AL B IREOIL T 2 30
B OAEORMBE 7285, T, WAL 5 N TR ORI & ) BTk
HYELTED, LALROARE, SRISEDZEHEHIML TV, LHEFEOEITEZES
2720 HOBREBSHEIE SN TEB Y, B2 ORI LELE ShTna.

R - TEFTVR

DMD T3 EEIEREHIR % D720, OB T2 o THOAERZHED W2 LA T 0w
DT, FEROH M BIRZ < EHH 2 O BERHE AL TH 2 VY (TFAN—bFEZF ).
D FEEOREIEAEDD ), BETHREE O & OEREEGMHE L 20w (TETA
LNV A)., BIEFERDSY AT LOHERIEICOWTOY S BEEIIRERTw Ry, £
D723 HHEZHTOMEER BRI 720 TROFHIE D FERE 2 Rk RN % 5.

LRI ML 10 TR 2 2 A Z 0D, TN 6RKMOIEFI T ALNLE I LD
HBHOTY (TEFTVALANILA), 6EDHI2 5 OLEM &L T —I12 X % @ 2 o3
WIAN D, OHEREREEZEO A, mRAGE & O IHEE, OCEME LT I—I12X 505K
RERTAM 247 9 . (OHRREREEASEI T3 5 20 AL, B2 &2 X DL a—12 X 25 .056eET
iAW 25238 0, DEEEERAE, CIBMRI 2 &, E20TERLEET 5.

BT DL B Y21, T LZE L fabtt 2 3t L, (ORI T BN LTl
AT & RIRE 2 8RS 5 (CQ -1 ).
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1) Bushby K, Muntoni, F, Bourke JP. 107th ENMC international workshop: the management of cardiac
involvement in muscular dystrophy and myotonic dystrophy. 7th-9th June 2002, Naarden, the Nether-

lands. Neuromuscul Disord. 2003; 13: 166-172.

2) Bushby K, Finkel R, Birnkrant D, et al. Diagnosis and management of Duchenne muscular dystrophy, part
2: implementation of multidisciplinary care. Lancet Neurol. 2010; 9: 177-189.

3) Heymsfield SB, McNish T, Perkins JV, et al. Sequence of cardiac changes in Duchenne muscular dystro-

phy. Am Heart J. 1978; 95: 283-294.
4) James J, Kinnett K, Wang Y, et al. Electrocardiographic abnormalities in very young Duchenne muscular
dystrophy patients precede the onset of cardiac dysfunction. Neuromuscul Disord. 2011; 21: 462-467.
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Clinical Question 7-1-2 7. DhEERE
DEEEHmRII OO ED LS LT —12 FENE
e FILY—iIDEBER

Q12 FELERDEE IS EEINEHRERE LV ERRDISAOND. FKIEEMHILE

HE BERIFERORY ) -V JICbERATHS (JL— KA, TEFVALAIL4),
iz OFINE—DERIE, DHEREICGHT HITRIROZHICEATHS (JL—FB, T
EFVALANIL4).
J
B B8

72y x ARG YA a7 4 — (Duchenne muscular dystrophy : DMD) Tl&, LA kA 5
12 FHHEOEXNTREZEDLGELH 5720, HREZZRO VI ) IHAOFTRZBH L T
KREND L., — AR OEBERRIZ, ABIROAZ ) —= > 7 Rf#igizid, 12 5.0
BRI S —LEXPHHTSH 5.

5 - TEFYR
12 FHELERXTIE, ViFEOR R, ViFHEO RSI/SY — Y ELEEMPER B, Vs ik
BORVCQUDPALNL V(ZTETVALNIL L), ViiFEOREWV RIEIE, HEOESIWHED
WA %, Vi FHEOE Q BISHEED BRI EORP Z ML TVHEZEZ LN TWS Y (T
EFVALNILA) B3, BN R BEEE R L 30T b~ T, LERIZALA S OERERE
EOREEZTFWNT LI LETELVY (TET VAL A). 6 K0T H OEXEE & &
IZRRD DAY, FEHRIE Vs O RUEHR, ViOSHEERELRE, FRELIIR LV (TETVA
LIV 4).

TVESIRIE, ANREIASA SN, BITREEGZDALONS O (TETVALANILAL). Fv s —
DERIC X W8T, ZRFREOTMHIR, OO HNZB DL, heart rate variability ®
WABHRENIZL DWERDH DT (TETVALNILA). Ths O RIZSS AR SRR & St
LT o, {PESIRDSHS DMD IHBI AR % <, Hhie ZABIRYPA SN S, 1E590
DR L FRRIZ, ORRREC T IS DR AR OB EE DS 5. OARRRIC T 1 T2
LR AN & 2 g DL E O IR DR NDS, RIEDOTFWHFEEZRZ 5N Tw5 Y (TE
TUALANIL4).

(R ZRRRICAWV S RODERR]

HEMRAT OB T, Vs iBEOEW R FEZHENK, Vi FEDO RSR/NY — v 24l 70y
7, 1, aVL, Vi iBEDRV QW2 LiiiZE L RS> TBIMT 52 03B 5.
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Slucka C. The electrocardiogram in Duchenne progressive muscular dystrophy. Circulation. 1968; 38: 933~
940.

Perloff JK, Roberts WC, Leon AC Jr, et al. The distinctive electrocardiogram of Duchenne’s progressive
muscular dystrophy: an electrocardiographic-pathologic correlative study. Am ] Med. 1967; 42: 179-188.
D'Orsogna L, O'Shea JP, Miller G, et al. Cardiomyopathy of Duchenne muscular dystrophy. Pediatr Cardi-
ol. 1988; 9: 205-213.

Thrush PT, Allen HD, Viollet L, et al. Re-examination of the electrocardiogram in boys with Duchenne
muscular dystrophy and correlation with its dilated cardiomyopathy. Am J Cardiol. 2009; 103: 262-265.
James ], Kinnett K, Wang Y, et al. Electrocardiographic abnormalities in very young Duchenne muscular
dystrophy patients precede the onset of cardiac dysfunction. Neuromuscul Disord. 2011; 21: 462-467.
Gilroy ], Cahalan JL, Berman R, et al. Cardiac and pulmonary complications in Duchenne progressive
muscular dystrophy. Circulation. 1963; 27: 484-493.

Kirchmann C, Kececioglu D, Korinthenberg R, et al. Echocardiographic and electrocardiographic findings
of cardiomyopathy in Duchenne and Becker-Kiener muscular dystrophies. Pediatr Cardiol. 2005; 26: 66—
72.

Chenard AA, Becane HM, Tertrain F, et al. Ventricular arrhythmia in Duchenne muscular dystrophy:
prevalence, significance and prognosis. Neuromuscul Disord. 1993; 3: 201-206.
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Clinical Question 7-1-3 7. DEhEEEEE

DEBETMIE O OB ED LS ICTH HD—D I I—

OEEIEIEEEEDFEIC, 2D Ta—, M E— KRIIO—IC KB EEIRAKIE,
EERRERE, EEREEOHAIERATHS (JL—FA, TEFTVALANL
HE 4).
ﬁ OLEZENEHREDSEE DR OHEZSOZHICEZE N7/ 3— (DHANLIVI
3d—), myocardial performance index (MPI) »ERAT#% (/L —KB, T
EFALANI4).

Bx - 88
DI I—ENRy P A4 FTRAETRZIMRENRETH ), BHEOWIFHD R < AR THA
T&52E0H, Tayz 2R YA M7 4 — (Duchenne muscular dystrophy : DMD) @
DR T—V F - 2% ¥ ¥ — FIZMED T ST 5. RGBT ORE, HBHREIR
DHERTFHTFIIN SN,

#3 - TEFYR
FEME R 72 3B S RO M E— F 7213 2D E— FCESEHERE, EENE
FAEROFHN, 2D — FOLRIIUER, PR TRERBROFHZAT) . BRI OHE
10 A S A LN, 18U ETRAEBNICHREIREz#O - EHESINTnE " (TET VAL
NIV 4). 10 A CTEREZRTH S TNITHASND. DMD OBEEB)RE L /2 R HEEILT A S
HE L OVFEEINTH 2 Y (TEFTVALNIL 4). WfRE L & O ICHEE, ORI EILAD,
HATT 5 & BRI KA.

BAEIH ) & O 2 — O KPR (LB N, AR M L 2w Y (TE
TUALNILA). EEDHEEREEOH KT, BURICHEEEZRD LY (TET AL
4). DAL TIE, E2DOFRKH & ARTRE 2 » Al O ZENERMERAMEET, AREPRE
WMENRE Doz ) Y (TETVALANIL4G).

myocardial performance index (MPI) &.0sfifiA M LA v a—ikic kb, #EROFHETIIAS
Wi bR 2 R T & 2 WO R 2 I ICRW 9 5 2 LS TE 5. MPLIE, E=RINHiRE & L5k
B % SO L 724G 72 DB RESERE C 5. DMD T/ BN 25 IEH T MPL ASER LT
V2B LR, MPUREAEN 2 LHEEOBIICAMEER 5L 7 (TETVALANIL4).
DA B LA ¥ 23— RO O M OHE A" 2 B L L 716 Ch 5. 1ER D 1 TREES)
BEZROZVEITY, ZOHFETRITOLHEEZZHTE 2 W (TETALANIL4).

DMD Tl3#tE e D TLHED LD S, FliliikeZEdE, BZEZ G752 E03H5 Y (TE
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7. DEEECR

TUALNILA) LEMEIE PR, SRR BT, ORRRERTAG & R OB iR O A
WIZHERT 2.

HERZERIRICAV D BROFER]

W7, WA, MEiZ S X0, HHATWEEC 2 A EIAH O, B T HIEICHED
LB EVSTeRED S %, L UL R A, L MRI 7% ED300 )7k % £ 18
¥5.

JETI 7 BESE B S (asynergy) 23 % &, FERPFRAKLIE, LRI RLED SROIAEE
WEEMRIE, ASSRODNGHEIEZ KL v, —J, DAIBIUIESR S %2 5RO B/
SRR OWEITIE, FAEIC DL — R T 272D 0HNEE IBICHIE T2 2 PEETH 5.
T2, HOLRB2EOMHZHMN T2 L HEETH L.

DHERE DA 23 BE 2 3 B RCILIRIRRE R EDAFAE T 518, 0T 3 — 12 X 2 KN
RO TOERROUE, BALZHET L LML 2%, WEFAIRNTF F (brain
natriuretic peptide : BNP), BiRIERZ: & DIREE & i TUOAAIRE Z ZHEi§ 5.

N et

1) Nigro G, Comi LI, Politano L, et al. The incidence and evolution of cardiomyopathy in Duchenne muscu-
lar dystrophy. Int J Cardiol. 1990; 26: 271-277.

2) Heymsfield SB, McNish T, Perkins JV, Felner LM. Sequence of cardiac changes in Duchenne muscular dys-
trophy. Am Heart J. 1978; 95: 283-294.

3) Tademir HA, Cil E, Topalo lu H, et al. Cardiorespiratory function in Duchenne and Becker muscular dys-
trophy. Turk J Pediatr. 1996; 38: 307-314.

4) AEEEE ek B BIEMEKRER, 124 Duchenne BTN Y A b1 7 4 — D LHiZE DR, B
g o —BIEIC X B 5 AEH O follow up study. JEAZZHE - AP ENIE RECHIIZE M HH 2 A o
7 4 — OFRMRE & IR K O A 5F%E, 1991: p51-56.

5) Corrado G, Lissoni A, Beretta S, et al. Prognostic value of electrocardiograms, ventricular late potentials,
ventricular arrhythmias, and left ventricular systolic dysfunction in patients with Duchenne muscular dys-
trophy. Am J Cardiol. 2002; 89: 838-841.

6) Nagai T. Prognostic evaluation of congestive heart failure in patients with Duchenne muscular dystrophy:
retrospective study using non-invasive cardiac function tests. Jpn Circ J. 1989; 53: 406-415.

7) Bahler RC, Mohyuddin T, Finkelhor RS, et al. Contribution of Doppler tissue imaging and myocardial per-
formance index to assessment of left ventricular function in patients with Duchenne’s muscular dystrophy.
J Am SocEchocardiogr. 2005; 18: 666—-673.

8) Giatrakos N, Kinali M, Stephens D, et al. Cardiac tissue velocities and strain rate in the early detection of
myocardial dysfunction of asymptomatic boys with Duchenne’s muscular dystrophy: relationship to clini-
cal outcome. Heart. 2006; 92: 840-842.

9) Mori K, Hayabuchi Y, Inoue M, et al. Myocardial strain imaging for early detection of cardiac involvement
in patients with Duchenne’s progressive muscular dystrophy. Echocardiography. 2007; 24: 598-608.

10) Ogata H, Nakatani S, Ishikawa Y, et al. Myocardial strain changes in Duchenne muscular dystrophy with-
out overt cardiomyopathy. Int ] Cardiol. 2007; 115: 190-195.

11) Mertens L, Ganame ], Claus P, et al. Early regional myocardial dysfunction in young patients with
Duchenne muscular dystrophy. ] Am Soc Echocardiogr. 2008; 21: 1049-1054.

12) 7T, ANE IR, JIE FE. Duchenne MY 2 b 17 4 — OEREMLE R ICHERE.  HARAE. 1997;
37: 374-378.

13) Saito T, Yamamoto Y, Matsumura T, et al. Coagulation system activated in Duchenne muscular dystrophy
patients with cardiac dysfunction. Brain Dev. 2005; 27: 415-418.
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Clinical Question 7-1-4 7. DEpfEEEE

g%ﬁ'éﬂﬁlﬁ [EODHHE ED &S IC17 D h—DlAE R

QLB FIZ711%, OHEEFE ECTYAIFAICERATHS(JVL—KB,
IEFVALANIL 4).

OFE 10D ER R E SPECT (quantitative gated single photon emission
computed tomography : QGS) (&, MEER, AELEDTEZZITTICER
B DI RIE THD (VL — KB, TEFVALANIL 4).

OLFREFRBEOREL, BRHES, FRiEECIIMEELEN(JL—FB, ITE
FUALNI 4).

AR

B B0

DA% R BT, DA SRS (7 4 Y b —T) 2D JAA TEISES LN 2 3Hii$ %
WYy F 77748, RMERELFE MGET VT I V27 AV =7 2R L TLEND
MEEIRELZ X 0 OBEREZ Sl A0 7 — VY Y F 75 7 4 12 E N5, JE4E QGS T iE D%
A2, DY Y F 7T 7 4 BHOTOLE & OMERROFMAFEE I/ TN TWE, Fadx
v 2R Y A b a7 4 — (Duchenne muscular dystrophy : DMD) O./Loisid% PR =M i3y — F ~
BATIE 2V 2S, ODHEER OB, Oz 3 —H3WEE 206 o OHRERHE, P& IS HH
Thab.

B - TEFYR

I OWARBWIE L AR, oS R MR~ RE |\ KA E CADNG T (TET Y

ALANIL4A) S, BERKIEE BREEE, WIBLEOREI—H L ehosizbiEIhTng Y
(ZEFVALANIL4).

THHE O TLG Y ©F 75 7 4 O early & delay O#EGKRIATAE, HHRTOLIRRMELER
il X—F L7 72, FOMEBIRIEFERIERE D M bofE M <, Mo
TR DL T B HEED RIS 7z )

FEEREEB S IER ThH o TH DTLLFH Y Y F 275 7 4 THRIKT 2380 2562 H 0, FH
DLFHEEOBRICOEHEEZ OGNS D (TEFTVALANIL4).

DTV Y v F 757 4 ZMC2FHROTFINCE LTI, R# % #ET KR E RO 728l OR
ETHEL, HRTIEHEZ UM 2RO L OWERH L Y Tz, 1EHLOWETIE, £Z
D 10%LL L ORERKEZBOLBID 9 5, 15 KM IFRAEE Eb e Wi oA%, 152 E
R REA % & 223l etk RIB S /s 2

—77, WRWiBAH %2 A5 BLBMIPP Uiy Y F 275 7 4 TiE, P TILHY v F 2757480
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7. DEEECR

IREPH ORI FRD S, DMD OLREEE L ) BN Tw A TR Z R Lz $72,
LT =N Vv F TS T 4K BERMETRE, P TILOGY Y F 275 7 4 ORIBOREE L I3
29, BLBMIPP LY v F 27T 7 4 OKIBORRE LM L2 o5 2id ), PL-BMIPP L
VUFTT T4 DHEMEIRENTNE Y (TEFVALNIL 4).

QGS i & v 5 &, HERDRFT DR EDOZWNIIMZ T, EEONEAROEAL,
BEEE) BRI 2 EOLREDIRIE R 4 KU Z A 2 LD TEDL " (TEFTVALANIL 4),
DT =Ny v F 7T 7 41X B EERMEE, AR, FEREHEL 2w ERESTn
59 (LEFVALNIL4).

MERZRRICAVDERDIEER]

DB R AARATI, WAL R NE OREN YRz, LT3 —I12 X 50 AREE Rl A3 N
ONCHERES NG, T/, WE, T ICHE O N 7 A0S0 012K <, X0 BB 42 EFlli23
WRETHE. 74V b=TZHTBETH ), FENOHEBRIZOWCTEERLKIKIZHIIT S
LEN D 5.

N et

1) Nishimura T, Yanagisawa A, Sakata H, et al. Thallium-201 single photon emission computed tomography
(SPECT) in patients with Duchenne’s progressive muscular dystrophy: a histopathologic correlation study.
Jpn CircJ. 2001; 65: 99-105.

2) Tamura T, Shibuya N, Hashiba K, et al. Evaluation of myocardial damage in Duchenne’s muscular dystro-
phy with thallium-201 myocardial SPECT. Jpn Heart J. 1993; 34: 51-61.

3) RILT, AR, AN, (32>, Duchenne B ¥ 2 F 17 1 —BF OLHRE DTS 50
Wiy ¥ F 79714 —DEFHK—"Tc-Tetrofosmin, -BMIPP, ""-MIBG % JJ\>7=tad—. JEEZRTH - i
FEPCBIZERRCHA ZERUS I ¥ A b0 7 1 — OBEEAN O a5 iR OILHE & 352§ i 7E—F
1% 8~10 4, 1999: p300.

4) Kawai N, Sotobata I, Okada M, et al. Evaluation of myocardial involvement in Duchenne’s progressive
muscular dystrophy with thallium-201 myocardial perfusion imaging. Jpn Heart J. 1985; 26: 767-775.

5) Miyoshi K, Fujikawa K. Comparison of thallium-201 myocardial single-photon emission computed tomog-
raphy and cine magnetic resonance imaging in Duchenne’s muscular dystrophy. Am J Cardiol. 1995; 75:
1284-1236.

6) &N —, BKkB—, HNHA, 132 PTICL & PLBMIPP % H 720 SPECT 12 & % Duchenne
YA BT 4 —OLFHEEORE. AR - ARSI REER YA b7 1 —DIR, R
AR B BT E—FIK 5 4R, 1994: p171-174.

7) &R, ZHBGE, REITEE, 132> Duchnne MY A w7 4 =212 Tl & WL-BMIPP @ 2 Ffl
IF] .00y SPECT—2 MK © Mismatch HTIZ 351 % Z5LIS D T— I 20-22 AR 12, R - b s
TR BV R b7 4 — ORI RGBT 5028, 2010: p92-95.

8) Fu P, Hu L, Sinzinger J, et al. Assessment of cardiac abnormalities in Duchenne’s muscular dystrophy by
(99m)Tc-MIBI gated myocardial perfusion imaging. Hell ] Nucl Med. 2012; 15: 114-119.

9) Stewart CA, Gilgoff I, Baydur A, et al. Gated radionuclide ventriculography in the evaluation of cardiac
function in Duchenne’s muscular dystrophy. Chest. 1983; 94: 1245-1248.
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Clinical Question 7-1-5 7. DAHEEEEE
DEERESEMRIE WO DO H B ED & D 217D H—D i MRI

O LI I—IC&BFEDIT A LB D EEREFMERATHS (/L—KB, T+
AN—bFEZF2).

07 K1) =) LiERHEIC & 5BEER (late gadolinium enhancement : LGE)
&, DR DOZEICERTHS (JL—KB, TEFVALANIL4).

O A2 ¥ > JikIC KB circumferential strain DIE T IZREDOBHBEEDIBIEE LD
(JL—KB, IEFVALANIL4),

PR

Bx B8
MRI 2¢{# 7533 > T Lk MRI & Ffi L T A a3 RS 5. L MRI I, FEH L v
BAETHY, 72y MY A a7 4 — (Duchenne muscular dystrophy : DMD) it
L7285 130 v, AT 2 &C, LT 3 —12 X 2O BERERFAG AR #E 20 Bk L CoO i MRT
MTbN L. (32 OB T EEZ O A RAME L D EAL 2 AR ICHERR 35 2 & A3 T & 5.

fRE - TETVR

D MR & 0, ARIRKMAR, ARSI RRKNARZICTE, ASEE2HITE
5. JRPREEEI OIS TTRETH 5.

AR = Mg 2 EE L 10~20 0B ICHKIET 5 &, L OMMELIRAL TR Al O
washout 25EMES % (LGE). Silva 51, LGE IZHIEEIZZ {, LHOHRE F 7213 0AME T8 12
HoNTz LA L TwAb. LGE Btk & BEEE L E 13 2 FEAHHBET 5 78, BEESE)2SIEH C
LGE Fpth & 72 2 5B, BEEB)IZREDH > T LGE B E 25 b A LN 5. LGE Futhf)
TIZREMER & bl U TSI R AP ARICRE L, EEBHEIF IV E W) V(T
EFT ALV 4). Puchalski 513, LGE BBl TI34B M HIBEREF LA FEIC LGE %72
O, JRHIFHOBITIZTREE, MBENLDS), ER~NEETL Tz LTwa. LGE BE#l
FREEF LD QAFEEmPA ISR, AR R, o7z, —F, 12.5 ki Te )
IERIEH @ 3 62 LGE FtE 2 728, LGE 3B IS RER 21206173 2 R .U B O Fia i
ERBWHEEMARE N2 (TEFTVALANIL4).

LA M LA ¥ (strain) 1, “HEROM A" %2 FAEIL L7388 CTH 5. W5 2R T %«
ORWHITY, EREIEIRLHERD circumferential strain (£ Z 58§ T A7z & 0 O ) @
KFBALNEWMESNTVE 3 (TETVALANIL 4). Hagenbuch 513, 6~28 » HDRM
T 2 M. MRI 247V, AR RIIE B2 b2 D 7 h - 7225, circumferential strain
BAERICHA L2 LY, ESEEREELY G OHEEDIRETHL L LY (TET VA
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LIV 4).

ERZRKICAVSEOEER]
LGE R0 A MU A Y 2IREOIEL L7 U5 v 2 x4, D MR T & 78 % 0
FREERRICED X I IEP L T e W) 2 EBSBOETH 5.

N ek

1) Silva MC, Meira ZM, GurgelGiannetti ], et al. Myocardial delayed enhancement by magnetic resonance
imaging in patients with muscular dystrophy. ] Am Coll Cardiol. 2007; 49: 1874-1879.

2) Puchalski MD, Williams RV, Askovich B, et al. Late gadolinium enhancement: precursor to cardiomyopa-
thy in Duchenne muscular dystrophy? Int J Cardiovasc Imaging. 2009; 25: 57-63.

3) Ashford MW Jr, Liu W, Lin SJ, et al. Occult cardiac contractile dysfunction in dystrophin-deficient children
revealed by cardiac magnetic resonance strain imaging. Circulation. 2005; 112: 2462-2467.

4) Hor KN, Wansapura J, Markham LW, et al. Circumferential strain analysis identifies strata of cardiomy-
opathy in Duchenne muscular dystrophy: a cardiac magnetic resonance tagging study. ] Am Coll Cardiol.
2009; 53: 1204-1210.

5) Hagenbuch SC, Gottliebson WM, Wansapura J, et al. Detection of progressive cardiac dysfunction by seri-
al evaluation of circumferential strain in patients with Duchenne muscular dystrophy. Am J Cardiol. 2010;
105: 1451-1455.
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Clinical Question 7-1-6 7. DAHREEEE

ODEEESHIIE OO S EDQ XS ICTT 50—t FUD
LFIRNTF F (BNP)

ORitEF MY 7 LFIRR T F K (brain natriuretic peptide : BNP) {ENIEE T
HoTH, DEEEEELZREL TIARSKL. FiBdh, BNPED LR LBEEE,

g DHIEREOBLERES (JL— KB, TEFVALAL4),
@BNP f& 100pg/mL LLEI, ECYRIOFARFTHS (JL—KB, TEF>
ANV 4).
W,
Bx- 880

BNP 3 E & LTLOETHRENLFIVE YT, LEORAMIC L Y LMY S 07 n3 It
5. KEEWEEMED EH % 5L T BNP O REREINL, OAROHERE, FIEERT
HOFHIIZ AV SN TS,

72z v AR Y A b a7 4 — (Duchenne muscular dystrophy : DMD) Tld, —#OD.LA
ELIIRRDLEDBHLDT, ZOBMOMPRIITEENSLETH 5.

fRE - TETVR

DMD T, FEEOEZSIHREIERE O H 2 IR OHHE & 1K L€ BNP Oftiid k<, &
FPHRAEMEOLERIBETH LY (TEFTVALANIL4A)., ZoFiiek LT, DMD TldES)
BREREE D720 AMA DD DI VT &, DHAMEHIRICE X2 5N b720, FUFELMK
TLTWAZ ERLHHIEAME SIS WS LR EREZ SN TWAEDS, IEMEZ BT AW
THs Y (TEFVALNIL4). BNPEAIEFHANTH o TH ORI E 2 BETE R,
Mori 513725 WA= >15% OB Tk BNP<30pg/mL Th - 7248, ALEMNERHMEFR<15%
TIXAE7% BNP o EADSA SN/ LG L7z 2 —J7, BNPH 100pg/mL ML 33t 2~
OFMHT-EENTWDE Y (TEFTVALNIL L), LAt T, BNP O & %2 BRI OFE AR
TOHMEZFIH L Tldd SRV, s DBEOFRAE A DD ELN A BNP OMlE i34 H
Thab.

(R ZERRIC AV B ROERR]

NT-proBNP (& BNP & [ARFIZPEA: SN B AEMEY Td 1) BNP & [MEOMIKMERE AT
%. EHEREREEREICEAE & 2 B (OBRE & BRBEOR G IR L E 2 51 5). NT-proBNP &
I OAALF AT H & FEICIE TRAETE, RILBEOREFEREED RIFTH L7290, B
HAVBERCT S ik IS # T 5. —7F, BNPZAIMF 72 4% W GRENCHETE 5 L v )
FEDH Y, RN THRAET 20183 5.
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1) Demachi J, Kagaya Y, Watanabe J, et al. Characteristics of the increase in plasma brain natriuretic peptide
level in left ventricular systolic dysfunction, associated with muscular dystrophy in comparison with idio-
pathic dilated cardiomyopathy. Neuromuscul Disord. 2004; 14: 732-739.

2) Mori K, Manabe T, Nii M, et al. Plasma levels of natriuretic peptide and echocardiographic parameters in
patients with Duchenne’s progressive muscular dystrophy. Pediatr Cardiol. 2002; 23: 160-166.

3) Rawids, NPEME, ANTHZE 132 Duchenne BlffE Y A b 17 4 — 2B 2 M4EF b 7 A FRA
7'F MEIZ X B 0RO FHROHEE. FiEPAIE 1998; 49: 532-536.
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Clinical Question 7-2-1 7. DAHEEEEE
DIEEREIIEDESICHO H—BSE - AihisE

OOBEEBENSBEORICIE, BEHBRCEHOMKLHRIZITLT, QOL £E5%
HE T3(JL—KB, TFR/N—hFEZFD).
B OLTLERDHBEHICIE, BBEOEN, HHERICHT BERREERT S (JL—
KB, IFZ/N\—hFEZA).

Hx - BHW
T2z XARfHY A b a7 4 — (Duchenne muscular dystrophy : DMD) 0. i 55 16 %
Higik, REL 2D TEZLIENTEL. DEDIF, LR EORIEL BT ED
#, DEEBEZTRZEVIEATLIETHD. ) VEDIE, H#EITLRED DRI T ISP
VIEBEDOUE & AEIE, NEIRIC K 2RO TFRix HIYE L72EHRTH 5.
DMD DUk E I L CoEH L AEFREICH T 2 T8 7 Y Ad vz, —HoEk AR
EIWHEHTA T4 VIR RS 5.

fRE - TETVR

B OOEREREORINCIE, BENEL, REFEITETHL L EEEL, ERRERN
B ORHE RHIRIZITHT, QOL 2T 4. MR EREEEZIEL ARAT 5 2 & 2Ry
L. N, EeAHiuE, BIERAREZHERFTE S X9 ICEIO 2 WHIPITREREZ 179 (CQ
10-2 2H). EEFOAEDOFI X LRI ENHLDT, A Y INVIZUyHFTrF v, Hifksk
W77 F v OHMZ#D 5.

FEEEE DL E o O BRREREE T, OASBIRICIEE T 5. EEEREEEO -0 RE, BWhk
EOEBIERDBA LN N EH% v, AR, AR, Bl B, EREmER e, M-
M2 & ZAERDAAOREIRIC S iEE T 5. B COREMINIAREOIRE 2 R_E 3 5. FIRZE
LI L T2 CIERSED Rl b BUMEOFRN L 25, 51T, BRI X 2 A0
BOTFHODIcd, 77 F v oEMEED S

HREDOLAZORNIE, Ny F AN, ATIRSEORS, BHEICL 2882 /2HRL S
NBBDL . B OAEOAFHREOEARIIHEIHRTH 1, B ETIESEBIGEOR
HZESTH L., — WIS, CAROFIEICEL Y, 3~7g/HREOHESHIRANER S hTw
5. RF MU AMEDS IR, EASHIBROMEM  7213KG ORI % ZEST 5 ¥ (TFA/N—b
FEZF).

HEAT L7 0AETIE, LIRUIRHEBIIUEE 2 5. DA T 2 B/ 6H 05 WIRRE T
1, BRE, RTINS E L 7 b V (TR AN NAEZF V). AL
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7. DEEECR

Wegs 2 2575 L CW A HBITIE, FEAMEILL W T, MFETF, MEIREE TERAIE 2 &1
Bd. ODASEBIIMAZT, LESUTENY 7, WHEtoEMEM, 25 v 7LoibikEzr
ZRET A, BRN, BANERCTL, BEBIO/ILEFKENA Y7+ —Farke s+ &
729 2T, HEEEMEHT 5.

MERZRRICAVDERDIEER]

FELHEIOTRE CTH o TH, W TREE, MHACERRAERE I X0 LK) - R35 2 - W
WTERWEIDHL. 20X REITIROREDEKTAH > THHEOIRIIHL 2T,
HRIEERARZEL, REEEZELIELILLHLOTHERTILEND L.

N et

1) FEFME A s Duchenne AU ¥ A + 17 4 —FRELASARIT DDLU E ) JIE LT & 727,
Jish & F&3%. 2005; 37: 281-286.

[5E£EH]
a) PEBREHROZWT L HIRICET A2 04 K94~ B OAERETA K74~ (2010 4£LLETHR)
http://www j-circ.or.jp/guideline/pdf/JCS2010_matsuzaki_h.pdf (F— 2 ~R— I KEHDH)
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Clinical Question 7-2-2 7. DB EBE

DIEEDEEEDE S T OID—T 2 OAT 2R
i3 (ACE) [HE %

AR

QO EEWEtSae B T IO 2 E—RIREE L7 o747 EiglEs (angiotensin
converting enzyme inhibitor : ACE) BEE%#1&59 5 (JL—FA, TEF
ANV 2).

BR- 88

—RDLOAEIEHIC BV TIE ACE FIEFEOH AL SN TE Y, LAEZDY) A7 HFH
B B DBRBREIEH B S BRI OA SR E TTRCOBMCTHAIERIN TS, Fad v
XA A h 127 4 — (Duchenne muscular dystrophy : DMD) O/LEREREEIZOWTH YT
VAPEENT WA, REFE#E L & IO EN AT 5 DMD TlE, (OHEREREE IS
B2 6 ORBFBAHEIE S N, 2 ST ORI ETSER 2 5 OEBHABICOVWTHEF RSN
TW5h.

R - TETVR

ACERHERIX, L=V Ty IFTF UV VRTT Y IF TV v VERBEOEHZHET S
LWk Ty F UV VO, TVRATFOYOEAZWRITS. 7oA Ty TR
transforming growth factor—8 (TGF-) Z /- L C, #liko#ftLzRtEST 20T, L= - 7
ATV RIHEICLY, ORISR S NS, TV AT O Y OELER
fhcky, FrUTLA, KooFElIRESI NS,

ACE BLESOH 5 BFIGRHIIC DWW TIE, Spurney ORRLIC & 5 & S DHRREIK T OFT LA
ALN/LELEINTVWL Y (THFA/N—=FFEZF2). LaL, DMD O-UHEREMC T FI 5T
L T ACE BEHEOR R & Hi ) & 12HE Lol 3405w (b EOHREDATH S). HA L
1, ZEEBRIE DY 40% LU OHAT L7 ORISR T B 7 N T V&S L, OEBEOUGE
TGRSR SN/ EME L TWAE 2 (TEFT VAL 3).

—75, OARREAME N T AR O TR 2 IBRICOWTIE, KFROMETH 5. Duboc Hi
9.5~13 KD/ BRI FIEH O DMD B HEI1Z 2~4dmg/HONRY) ¥ F 7YV E 721377 K% 3
EMIRG L, ZO®REFNINRY ¥ RTY VG Lz, 5 ERICESRNER<45% & o 726d
10 4EHOFETHED, LHITNR) Y F7)VETHREICKC, ACE BERIC X 2 W omE G
ORGP REINZ Y (TETVALANIL 2), DOBEICBWTHERRLIE, LR T2r50
ACE HEHEREHPG512L ) DMD OOHREELZHIETE w2 igi L7z, 2O/R, 206K
UTOFEETOOABTIERZET LT ENTELWEENIE L, IS 10 EU T2 5#5
ZBIGT 5 2 & THIERIEE W X ) B bz LW L, RIS ACE B0 R % BliRT
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7. DEEECR

BT EERRFELY (TETVALANILA). 256 O ITIEIEHBA A o B 72 BRI 45
BE2RENTBESY, PHINGREZHET 572013 E 6% LT Y AOEMPLELE
A5,

L72h3o TBE L COWME AT 5 L, DMD OLHREREE IS LT, LT a—I2TER
ERINER<55%, F7dmAri/e SRS RHE 2o /c L 212, ACE BIEHIC X 5 M2 a5
LON—ITH 5. BNEMD VIR &Rl BV Tkt 535 2 LR SN2,

HERZERIRICAVDEROFER]
DRETIEZFITTINEY ¥ TYNDRADEECAEIRBREA & o T b, /MR
TIXEIMERE B & 2> TV 525, 1B OAEORIKREII Tbh T, DMD 1239 4
IETFTYRAIBVD, TrIF T vy y TR (ARB) b —#O.OLAEIIH T 2885
SR N TWAB DT, ACE MEMRNZE L EORERZ ECHAZWEEIIZEE LTIV, b
BETIEA ¥ TFTH V5 A DEM DA EITRBET & 72> CTwb. ACE FESE & FRE, /b
RoE LA KRR ThbhTuin

ACE [#32° ARBIZMERRZ AT 50T, HEERRPIMEIZERE L ThE (FHRED 1/8
WL 1/2) K VBIEL, Wil 2002 L.

N et

1) Spurney CF. Cardiomyopathy of Duchenne muscular dystrophy: current understanding and future direc-
tions. Muscle Nerve. 2011; 44: 8-19.

2) MMRA, s, SRS, 132 Duchenne Bffi ¥ 2 b 17 4 — BF OB ORRERLE (X525 7
7T VB OBEREHL.  FRREESE. 1996; 12: 3635-3646.

3) Duboc D, Meune C, Lerebours G, et al. Effect of perindopril on the onset and progression of left ventricu-
lar dysfunction in Duchenne muscular dystrophy. ] Am Coll Cardiol. 2005; 45: 855-857.

4) Duboc D, Meune C, Pierre B, et al. Perindopril preventive treatment on mortality in Duchenne muscular
dystrophy: 10 years' follow-up. Am Heart J. 2007; 154: 596-602.

5 AR, KB HHIE—IE. Duchenne B ¥ 2 + 17 f — DLAEEALISH§ 5 ACEL DB k%)
R GBI Kt - HREITERGCE YA bR 7 4 — DT T v AW 2 BT R AREITSE
et — P 17-19 4R B2, 2008: p279-280.
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Clinical Question 7-2-3 7. DR
DETREAR ED &S (265 5 h— BN

OEZEPEERIETIONL, 7> o472 &g (angiotensin converting
enzyme inhibitor : ACE) [HEZ & BEMEDHAZZE IS (/L —KB, T
EF>ALANIL 3)

AR

B= - B8
— DWWV LA BRI B T, BBBERIEZOBRMENERIC L ) CIda s Sh/%
FTd D, 1990 FFANHER O RBIERRIRERERDT DN, Bl X 0 ORE, OASIERDS
YL, BREE BT TERWPTE2I LWL EINTZ, Tad o Y XBFH YA+
7 4 — (Duchenne muscular dystrophy : DMD) O/LHREREIZOWT Y, ACE HESE & OfFH
LB ITETF Y AN WE SN TN 2.

st - TEFVR

— DB EZHF A F T4 V12D &, DMD OL S UL T8 LT3 ACE
FESERT vV F 7 v v v N2 BRI (ARB) (238N L C BB Z S 5. 72720
ACE FHF3E, ARB 2RI THZ 2 WIE, BEMIEL BITH) 2L b TE 2.

Matsumura 51&, ACE FLESE THfEh ORI <50% 0 DMD EH TH VXY o — L
AoFRAEEZRE Lz 8L, OAREL, EELAEIRIE, Av~do— VISR & K
LTHNRY O — W GHTO e otz. ANRIO—VIEEHTINLDA XY FE2RIEL
BRI AN O =V ORGEPY L, MBS P o7z, AT a— VRGRETINR
WEBILGEHT OIS WIT L, 2RI E O IR SR & WIF &SRNS0 L HE
Aoz (TEFVALANIL 3).

Kajimoto 51, ACE FEECHBPOM Y A bu 7 4 — 3 28 # (DMD 25 B, &Il Y
A a7 14 —2%], EmeryDreifuss BffiZ’ 2 b7 4 — 1 6) 2 MAE2 1A VX0 —VhEH
#E & ACE BHESEHMBE IR Y 200, 24EMEIF L7z, AT O —VHERETIE, 6 » H~24F
BT E NN G0 & B L CHREICHIN L7225, ACE BLESE M Cld A B A2t
HBROL o7z FRERHERMER, ACE BUERFABECHEICHML 225, 2 vy
O— VB CRABRLEIEZRO o722 (TEFTVALANIL4).

Ishikawa 51, ACE HIEH, (=57 7V N FE7213) ¥ 7Y ) & Blki#E (X b 7oo—)u
Foi3ey7au—) oL Y, FEREIEOAS 11 FIOREREEE, LEFIRNTF | (atrial
natriuretic peptide : ANP), MEF)RX 7 F F (brain natriuretic peptide : BNP), /)L Z¥ %
70 MEDORT 2RO WELTwE Y (TETVALANIL4).
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7. D

1
0}
of

R

[HEEZERIRICAVDBEDFER]

ORETIE I VARV a— e ¥y 7 — VR AOEMOAEIRBE & 7o TW A,
WA & B /NRIE BRI LTy (BHREBY 2, 21340 7%0).

BRI O G BIARIIE, OAIER, IR, RIIE RS B RN C & BT .

HE (AT a—)b 1 1.25mg BUF, 1 H 20, 723y 7oa—)b 16 0.625mg
DR, TH1R) X0BGL, ABMEARSEH~2 EE I & RIS RT 5. 2%
B LW oA E I 2 OBF L U CHERFRZRE T 5. ARG RIE I VR T —
WA 20mg/H, ¥V 700 —Lh5mg/HThb. LAEZOEL, HIK MEKT % E10HE
5. ARV T 560 R A FIGHBE R T OB AT 205613, ARiGHRE %
B3 5.

HIET 25 AN E U CBB ISR S 2. 2B EREL-0L, #52HHT 58
HlE, RARPSGL, BREWICHET S, CoBE L MIEEAR:E MK, BHIEERS
OHEREDOREEIC & ) AREiEHZ ZIET 5.

%8, BEREEDOMEHREBRDS D R CEMR, 7R DGHREREATR AT LT 2 G
THYEE, MEEREEME LS L TERICH L 2D 5.

N et

1) Matsumura T, Tamura T, Kuru S, et al. Carvedilol can prevent cardiac events in Duchenne muscular dys-
trophy. Intern Med. 2010; 49: 1357-1363.

2) Kajimoto H, Ishigaki K, Okumura K, et al. Beta-blocker therapy for cardiac dysfunction in patients with
muscular dystrophy. Circ J. 2006; 70: 991-994.

3) Ishikawa Y, Bach JR, Minami R. Cardioprotection for Duchenne’s muscular dystrophy. Am Heart J. 1999;
137: 895-902.
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Clinical Question 7-2-4 7. DB EBE

DFREABILED &S 0175 D —HIRE - BiDE

4V

OFRRTE GFiE), M5 MmicxL, FIREZRETS (JL—FA, THFAN—FF
E=%2)
OEZEIREIREREDNH D OFLICHL, PdF2202ZRISH(JL—FB, ITFA

}E N—=hrFE=ZF)

ﬁ ODFLRMEEICHL, hTIAFIVHE, KFAKIIATZF—+t (phosphodi-
esterase : PDE) BHEE, 7 M)V LFRERNTF FREIDOEAFEERZEET S
(/L—KB, IT&#AN—hAFE=ZF>)

y,
B B89

— DI OAEIIB VT, ACE EEOAZTRIE L LT85 iNE, FREE D
FIYAPEROPLTH 072, A, OALETHRIE ACE BIEHE L Bl IC X 2.0 fRED
Hub &2 ), FIRE, ORI FISETHORERGEZ HME LTHYONRS., Ta vz ¥ X
;Y A b 17 4 — (Duchenne muscular dystrophy : DMD) O.UEERERE (20 LT, FIIREE, 58
DO Z WG L 7ol 13D 7%, —ROBIEOAEBIRTA NI 4 Y ITHEHH T 2

R - TETVR

FRSE, S OSITAEST L 72 OISR LT3 23641 Ch 1, BREEOREREIC T AIIZAER L 2w

FIRIEL, AR GRIE), Wi > MO F 721 E FHio bl b s, V— THIRE
P A T7THA FRARIETIE, KH ) 7 A0E, K~ 7% ¥y AMEICERET 5. @I EF
gL, KoL HTT 4. 7V FATe VRICLOHRER RS L 2 5N
THEY, RO FAHE SN TS Y BRI TEITIEE A Y 7 A00E, BREREEILICE
BT 5. NVUTLy v CEUERIIKFIR 2T 2 3EH]T, KF MY Y AE & £ ) AR
WET 5. V—TRIREOESA TG R GEICEREL, 2¥eiiE M) 7 A LRICERN
VR, HEH CHEICHK TE 2 BHICAR T TR L, MiEF N~ A% HEIC
WEST 2. OBEECR, T 23K ERSHEE R BEF~NORG IR L Lo T 5.

PP OAREITR T 2 3 03 51 [ERBICHIFT O] LFZoNnb X )12, BHMICIZOR
ER, QOL & #E$ 475, EMIMICIL OO AV F—HiBzEHo, LAHFrzELLIE5
LIRS N TV A,

VIX T L, RBOBRIELASITH LT, OASRIEIC X B AREZ RS TATFRIEWE
Lk wbhTwg 9 MARESEWITEFETEIBMT 2 2 LR Sh, iR
(05~0.8ng/mL) THEFFT 2 Z EARE SN TVE 9 IYIF T VIIFEIERTH Y, BHERIET
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7. DEEECR

BUCIZEE IR G T 5. BEHEIERZEO VX5 ) 2 3HIRMECEME) % F 5 DAL DAL T
i, HIEVHEDLRREL o TWVAD.

AN DEZHRREO RV 7 1%, bHETIT bz B M OAZOHKRE EPOCH
T, 52 AM OB, T RERBK L THRET Y FRA v M2 FRICBD 87—,
DAEITE BHETE, Z228R38, AEIRIC X 20, OAREIC L 2 ARRO—KT Y FRA Vb
WCIAEEZRO Lo BEREOALET, BENIEAROEENY ¥ U HHHPEHNTH S
CEMPRBEINTNEG Y

B OAZOZMHENEIZE, LECBRLTERETHLI I TITIVEADO IV, FT
¥ 3, PDEMEEDOI VY 7 ¥, F 8T AFRRTF FRAADHVR) F FEHwLNS.
BIOATFAFIVIE(FANMNRI Y, FI830)1F, PR3V, F7% 300k 5
DOHEL, B W O BAAG AT HE 2 5 5 I, Hwoh s,

HERZERIRICAVDEROFER]

VxR Y UGB RREE O AT E TH B A, HEEEHS LT L2 DMD TR
WOz LT F o VENBREEOIRE L 2 55w, BRHREORELZZ T RVWY A5 F
VCHEEREDIRIEL LTHATH S Y (TEFTVALANIL4).

VIF Y OMPIEE X DMD TI3EH & & R L TR A3 2 25, Pl L
ER P TT 5. ZOHHEIYITF T Y OELOMAEBTH 5EHRHGNPBIT L7200 8% 2
LRTWAEY (LEFVALNILE), TEF YA RVA, MHEREOZEE 2/ F 5121
1% GEZRS L, HGHEZHERLTONIVEEZOLNTVE, YITX Y Y OMHEED
20ng/mLUTFTHoTdD, BEHAR Bl W, EE7ay 7 2P UEEE VF
) A e .

N ek

1) Matsumura T. Renal dysfunction is a frequent complication in patients with advanced stage of Duchenne
muscular dystrophy. iR, 2012; 52: 211-217.

2) =HUPEN, KBHi—, VAIEXE. Duchenne ZLEATHER T A b 17 4 —HEIZ BT % Digoxin DIEMENRE.
JE A A BT S R Je s i VA b a7 4 —JEDJESE, WS X OTHRHERITEICE T 2R,
1985; p140-143.

(2EEH]

a) MWRGWOBW EHBMICH T L2HA NI BEOAREBETAFF 4 > (2010 KT
http://www j-circ.or.jp/guideline/pdf/JCS2010_matsuzaki_h.pdf (F—2hR— I KEHDH)

b) Pitt B, Zannad F, Remme WJ, et al. The effect of spironolactone on morbidity and mortality in patients with
severe heart failure. Randomized Aldactone Evaluation Study Investigators. N Eng ] Med. 1999; 341: 709-717.

c) Garg R, Gorlin R, Smith T, et al. The effect of digoxin on mortality and morbidity in patients with heart
failure. The Digitalis Investigation Group. N Eng ] Med. 1997; 336: 525-533.

d) Rathore SS, Curtis JP, Wang Y, et al. Association of serum digoxin concentration and outcomes in patients
with heart failure. JAMA. 2003; 289: 871-878.

e) Effects of pimobendan on adverse cardiac events and physical activities in patients with mild to moderate chronic
heart failure: the effects of pimobendan on chronic heart failure study (EPOCH study). CircJ. 2002; 66: 149-157.

f)  Yoshikawa T, Baba A, Suzuki M, et al. Effectiveness of carvedilol alone versus carvedilol + pimobendan
for severe congestive heart failure. For the Keio Interhospital Cardiology Study (KICS) Group. Am J Cardi-
ol. 2000; 85: 1495-1497.
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Clinical Question 7-3 7. DAHEEEEE
PAEACEEILEDL S ICTTHN

Q72> XBFHTPA AT 1« — (Duchenne muscular dystrophy : DMD) @
TEIRICHERNBEERIIR S, —BHNERTBIREERIEHICEDE, BERz1TO (V
W L—KA, IFR/NS—hFEZFD).
§E ONAEREIT OMEEZNHTE VA IDH Y, BHEAZERLPTVEDIZED,
RAIAERATANZTIEARL. BEERDPHEGS, MTEESBLL TGS,
YWDV RAIDHZISEEIEREZERTS (JL—FKA, TFAN—bFEZF).

BR- B8

OSBRI T ICRE S, STEIAIEIR D38 AR 3 BN 5 A5, ZOFMEAS Tldew. F7-,
DMD DLMHIEDAIEARIEHRICEH T 5 E 7 v 23w, — R RERERTA F54 VI
PEV, PRERZRELFIEE LM L CHRIRTAZ LT L

R - TETVR

DEUEAEENRE, OB TH IR SEEICA SN, LEMEI~NORITIC X 5 Z2R5E
MR E %2 5. DEEAEIRO GO B IEIAHGE O <k <, BOENAERO 7T
HDH. —IIZ 2 HFE F TOLEIIMHEITFERBIZE L T 525, @R &0 HREMERD
FXRBEONG L 5. 3HERBY ORI OCEEAZ RO L LEIHRLER T L. X
A, et OEEIATIE, NOAARIBRMBIER 2 ZE 5. —F, DMD QLRI T BT,
Z IR LA R 2 @38 DL RO JER A L EHI SRR O FHIN L E 2 b Tnwb 7
W, EHREERT LY (TEFTVALANIL4L).

DRI T B TR SN LPABIRESRE S NS, AFTLVF Y, TIF5arPio
PUIAEENRSE X B2 ) 7B (negative inotropic action) 258 V), UM & #0135, IMEACTF
ROAEDEAL, Fr7z e AIRO MBL (EAFEIRIEH, proarrhythmic effect) IZHERT 5. HiA
BIREPEMAEGTREZEGET S LW ) TV AT,

DEEAEIRIHHA T 29 BIREITEEEBIC I TRE S

EEBHERPIEHETHNE, YVETIF, IRV Y Y, ELV AL =R, ZLVAAL=F,
VWX /=), XAFTVLFy, 7TV, Funxygz) vy, X7YIN, V&¥a—L)siEsE
ENB. I 40~50% OBEOLERIKT CTIE, ¥ VvFy, 7Y rIy, Fux
Ty, RTYI), Vyu—hEshng. LEBRHER 40 % A oo i & B ~ 5 R O R iR
BTFTIE, AFYLFy, TIFFarpfiiiisns? (TFR/NN—bFAEZF V).

T IFF U Y OBIER, [HEMIERO D 5 T RO FREAENR THROPIATENREE DR 2>,
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7. DEEEEE

FIMMHATE WG O OEME), GOSN, OAE<OREEE> T 72 I RAELLE IS
ﬁvm%m@Jt&ofwé(7>ﬁuwmmﬁi%¢b) TIFFTaropifEE LT, i
FRAMERE, FUIRBR B R S, ﬁaﬂﬁ@?ﬁiﬂ%ﬁ% %, B X BB L R 2 A BH DT,
B AEER (B E), TEOES, Wik X, M (KL-6) O /N 25l ETH 5.
FURDR B RERA, HRBLZ35 & @ HICAT 9.

[HERZERRICAVLSEDFER]

PIREENREE 1L, 15 AT O/NBIZOWTIIEE TIE 2 WS, ZaEIMELENTHWRVWDT,
HEICHGT 5"

NIENR % ATz B AR EZHG T 5D TIE %R, BRIEO T, QOL D% &HHIC
n#ﬁ@:@m%%fﬁj—é. PTEBR AR MR & i L CREICH 725 T EEE L.

N et

1) Chenard AA, Becane HM, Tertrain F, et al. Ventricular arrhythmia in Duchenne muscular dystrophy:
prevalence, significance and prognosis. Neuromuscul Disord. 1993; 3: 201-206.

(&EEH]

a) TEBRZHROZBM EBRICHT A F T4 ¥ AEIREMHRICHT 574 N4 > (2009 FEETR)
http://www j-circ.or.jp/guideline/pdf/JCS2009_kodama_h.pdf (—AX—IRFHDHK)

b) RIBIEEL, AR A R BORW, (3. AARAEIRERO T A BT A Y —FEYER L 0 — HAN
R BR S 2 HERE. 2000; 16: 967-972.

PRYCTHL 490
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Clinical Question 7-4 7. DAHEEEEE
IEEDEAISH S D

QEREE L HLTIBEICDEEREREE (cardiac resynchronization thera-
i3 py : CRT) 2&®¥ % (/L — KB, IFZ/N\—hAEZA).
ﬁ OFEMEEZ BT IBMN—AX—H—, EAHBRMEENIZE, HT—FTINVT7TL—
2avEERTAH(JL—KB, IFAN—bFEZF).

A= B8
NI 7 EOMEAIC L ) 72 = v 2T Y A + 1 7 4 — (Duchenne muscular dystro-
phy : DMD) B#H DA M FHIZHE L T 525, —J7 TERYGHRIGUE O B LA 2 OTREHR A
ML %> T, DMD OFELAEII U TR 2 B0 27°, MRBar oM & B
(ZHHE U TR IHIET 5.

BB - TEFYR

— B 7 EAE DA AR B FESRMp IR L DR R B (CRT), 2SR (2 E 58558
Bdts), HEBIATLLE, (DR S 5.

HAMEREGF R A F 74 2 Tld, CRT O#)itE s LT [#EOEWHHTH NYHA 7
FAME72E—FEIC 7 I ANV oOREOAEZ 2L, AEREE 35%L0F, QRS IE 120 msec L
LT, MRS 2R L XV Class 1 & LTW3 . Hor 5, AEEKHE<55%0
DMD O 17% |2 /% @ dyssynchrony % @& 7225, 35 BIH 1 % k& QRS IRIZIEH TH ),
CRT ORI TE v GHINIEEEZ M-S 7)) LHELTWD Y (TEFVALANIL4).,
L2L, Eilo@sEEZz 3G EZEBLTInweEEIoNs.

TR (BT WRNG, NF 27 FAl) 1220 TIENRy A =BT 2 b a7 1 — (Becker
muscular dystrophy : BMD) O #5132 7%, DMD DO 2.

MBI TLDRE, OB OB EE 18R U 22 FRE OSSR E %2 %205, DRMEREED
BHETOT7Y) v VL LTITbhaHa5% . DMD O,

DMD O.LEHIE, KEIT 36, A v T3BloMmENHL > (TETVALNIL4). DMD
PUNMOMT A a7 4 —bEDLMET, BMHMOEIEX HIA a7 —DitoEEL
Mol v,
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