Journal of Cardiology 17: 187-197, 1987
RERRKRORE BEL#EZR  Hypertrophic cardio-
LB ERBELLHRED 34 myopathy  manifesting
different modes of" ill-
ness: Report of three

cases

EH O FH Masanori SHIDA

i EKE Yoshitaka MIYAZAKI
/NTTR/N G| Kohmei MATSUYAMA
=3 < Gensho IWAMI

KB HE Masanobu OOGA
FEERmK Michio CHIBA

i H B —BR Yoichiro FURUTA
Flg s Hironori TOSHIMA
HE  EHAMX Yoshinori KOGA*

Summary

Three cases of hypertrophic cardiomyopathy (HCM) which presented with different modes of
appearance of left ventricular hypertrophy are reported.

Case 1: A 24-year-old man had three relatives with HCM. At 13 years of age, he showed no
electrocardiographic or echocardiographic abnormalities characteristic of HCM. During the ensuing
11 years, he developed asymmetric septal hypertrophy (ASH) and systolic anterior motion of the
mitral valve (SAM), with right bundle branch block and T-wave inversion. Cardiac catheterization
confirmed the diagnosis of hypertrophic obstructive cardiomyopathy by demonstrating an intraventri-
cular pressure gradient of 25 mmHg. These observations indicate that this case developed abnormal
hypertrophy during adolescence on the basis of genetic predisposition of an autosomal dominant trait.

Case 2: A 5l-year-old woman had three proven and three possibly affected relatives. At 35
years of age, she had a normal electrocardiogram, although the echocardiogram was not available. Now,
16 years later, she had developed ASH with abnormal Q-waves and was diagnosed as having non-
obstructive HCM. These suggest that ASH can be manifested as late as during middle-age, even in
those with genetic predisposition.

Case 3: A 47-year-old woman was diagnosed as having hypertension and her blood pressure
was 190/100 mmHg at 40 years of age, though she had no abnormal electrocardiographic findings and
heart murmurs. Now, at 47 years of age, she had developed T-wave inversion, ASH, SAM, and an in-
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traventricular pressure gradient of 50 mmHg. Thus, her ASH appeared during middle-age, and was
probably provoked by hypertension, though a complete family survey could not be conducted.

These three patients’ findings indicate that there may be various modes of appearence of left ventri-
cular hypertrophy in HCM. In the majority of patients with genetic predisposition, abnormal hyper-

trophy may develop during adolescence as in Case 1.

In others, it may develop in middle-age, as it

did in Case 2. The disease specttum of HCM may additionally include those who develop abnormal
hypertrophy during middle-age, following provocation by hypertension, as in Case 3.
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Fig. 1. Family tree of Case 1, showing 3 affected relatives.

1973.12 (13 yrs)
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Fig. 2. Electrocardiograms of Case 1.

Electrocardiogram taken at age 13 (upper) shows high voltage in V;, but no abnormalities indi-
cating hypertrophic cardiomyopathy. At age 24 (lower), he developed a right bundle branch block with
left axis deviation and negative T-waves in the precordial leads.
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Fig. 3. Echocardiograms of Case 1.

At age 13 (upper), he shows SAM-like motion of the mitral valve, but no left ventricular hyper-
trophy (septal thickness=11 mm, posterior wall thickness=10 mm). At age 24 (lower), he developed
asymmetric septal hypertrophy (septal thickness=23 mm, posterior wall thickness=15 mm) and SAM
of the mitral valve. Cardiac catheterization revealed a resting intraventricular pressure gradient of
25 mmHg and an elevated left ventricular end-diastolic pressure of 18 mmHg.

SAM =systolic anterior motion.
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Fig. 4. Family tree of Case 2, showing 6 relatives with proven or possible hypertrophic
cardiomyopathy.
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Fig. 5. Electrocardiograms of Case 2.

Electrocardiogram made at age 35 (upper) appears to be nearly normal. Abnormal Q-waves in leads
II, III, aVF and V, and left axis deviation developed during the following 16 years (lower).
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Fig. 6. Two-dimensional and M-mode echocardiograms of Case 2.

At age 51, marked thickening of the anterior interventricular septum and the anterior free wall is
observed (septal thickness=23 mm, posterior wall thickness=13 mm). No systolic anterior motion
of the mitral valve is found, although the right side of the interventricular septum is not distinct in the
M-mode echocardiogram. Cardiac catheterization revealed an elevated left ventricular end-diastolic
pressure of 18 mmHg and no intraventricular pressure gradient. No stenotic lesion was observed by

cororary arteriography.
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Fig. 7. Electrocardiograms of Case 3.

At age 40 (upper) when she was diagnosed as having hypertension (190/100 mmHg), a mild increase
in QRS voltage but no abnormalities suggestive of hypertrophic cardiomyopathy are observed. No
heart murmur was reported at that time. In the following 7 years, there was an increase in QRS voltage,
and negative T-waves developed in the left precordial leads (lower).
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Fig. 8. Echocardiograms of Case 3.

Echocardiograms made at age 47 show asymmetric septal hypertrophy (septal thickness=21 mm,
posterior wall thickness=14 mm) and systolic anterior motion of the mitral valve. Cardiac cathe-
terization revealed an intraventricular pressure gradient of 50 mmHg and an elevated left ventricular

end-diastolic pressure of 16 mmHg.
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