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Summary

The mother and three children of a family whose parents were consanguineous, each had cardi-
omyopathy with various patterns of hypertrophy and dilatation. All members had asymmetrical septal
hypertrophy (ASH), and three of them were characterized as hypertrophic cardiomyopathy (HCM).
Anothet one had ventricular dilatation mimicking dilated cardiomyopathy (DCM).

Case 1: 'The 57-year-old mother had a typical ASH pattern; her septal / posterior wall thickness
ratio IVST/LVPWT) was 2.5.

Case 2: The 37-year-old daughter had basal septal hypertrophy.

Case 3: The 32-year-old elder son had typical concentric hypertrophy.

Case 4: The 30-year-old younger son had an episode of congestive heart failure, and showed
DCM-like features with considerable dilatation and impaired wall motion of the left ventricle.

The hypertrophic pattern in cardiomyopathies is thought to depend partially on the ages of the
onset, or its evolution with aging.

Key words
Hypertrophic cardiomyopathy Dilated cardiomyopathy Familial cardiomyopathy
MIBTHLERE ¥ — HNE Division of Internal Medicine and *Central Laboratory,
*[5] kR Funabashi Munucipal Medical Center, Kanasugi 1-
&t 1-21-1 (7273) 21-1, Funabashi 273
HERXEAFEFED OIS REESE **Juntendo University School of Medicine, Hongo
FERESURE A 2-1-1 (T113) 2-1-1, Bunkyo-ku, Tokyo 113

Received for publication April 1, 1987; accepted May 8, 1987 (Ref. No. 34-PS 53)

—907 —



Iﬂ) l-uﬂay "%#, Fh

XL ®IC

B, FHMEOERE OB ERIC b - 5 5%
HREVBHELMcEN S L L bic, EARLGE
(HCM) ikt LT oiERLHE (DCM)
HLUREEPRHE shTwa. Hx i3 miEEiE o
Beat 1 REAR4FAP T ERE - BB
LY, o lflaBEELTL2IDL T,
DCM HifllokiEx B+ 54 L, RIEEMMEOR
v HCM 0 1 RZ2BRL=0OT, EEEMX
WEFs.

fiE Bl

KigekE : Family tree (Fig. 1) &R+ %51,
REBRRELERLOBIETHY, RPUT 47 %
B, HITATERELTWVWS. SREIERT 30
3, B, Ek RBBIVCKRBO44THS.
EXR2RE LT TS, 20241220 T
I, B X REHE, LB, Lra—NETR
FIEbLhh ol

B1pl: 575 &tEBH)

JEME Y HEROBBEEFLA TV B X
REETLREEX 74%, LERT I, aVL, Vi~
Ve iz Q Hz# BB i (Fig. 2). .0>x = —[ (Fig. 3)
T, DEPEE (IVST) 25 mm, £ EEEE
(PWT) 10 mm, EEkR#LE=EER (LVDd) 42

[] healthy
— health
sudden O v
death ——[] healthy
47 y.o.
Y 37 y.o.
TD_ case 2
32 y.o.
case 3
case 1 i 30 y.o.
57 y.o. case 4

Fig. 1. Family tree of subject in this study.
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Fig. 2. Electrocardiogram of Case 1.
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Fig. 3. Echocardiogram of Case 1.
Typical ASH pattern is shown.
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Fig. 4. Echocardiogram of Case 2.
Basal septal hypertrophy is prominent.
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Fig. 5. Electrocardiogram Fig. 6. Electrocardiogram Fig. 7. Electrocardiogram
of Case 2. of Case 3. of Case 4.

Fig. 8. Right ventricular endomyocardial biopsy of Case 3.
Myocardial disarray and interstitial fibrosis are prominent.
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Fig. 9. Echocardiogram of Case 3.

Concentric hypertophy is shown.
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Fig. 10. Echocardiogram of Case 4.
Dilatation and impaired wall motion of the left ventricle are shown.
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Fig. 11. Schema of the relation between DCM-
like features and HCM features.

a: The commonest course of HCM.

b: Evolution of DCM-like features with aging at
a middle or old age.

¢y, Cy: Early evolution of DCM-like features at a
young age.
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