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Summary

A case was reported in which generalized lentigo was associated with hypertrophic cardiomyopathy
and right ventricular outflow tract obstruction.

A 34-year-old man was admitted to our hospital for cardiac evaluation. He had been noted to have
a heart murmur since his childhood and had had a diagnosis of pulmonary stenosis in his high school
age. Physical examination revealed precordial murmurs and numerous lentigines over his whole body
surface including palms and soles. Two-dimensional and M-mode echocardiography disclosed asym-
metric septal hypertrophy, systolic anterior motion of the mitral valve (SAM) and systolic semiclosure
of both semilunar valves. A systolic turbulent flow was recorded at the outflow tracts of both ventricles
by pulsed Doppler technique. Cardiac catheterization demonstrated a pressure gradient of 13 mmHg
across the right ventricular outflow tract.

We considered that the present case was an atypical LEOPARD syndrome with predominant right
ventricular outflow tract obstruction which was precisely evaluated by noninvasive techniques.
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Fig. 1. Numerous lentigines over the back.

Fig. 2. Lentigines observed on the soles.
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Fig. 3 Chest roentgenogram.
Slight widening of the cardiac waist is noted.
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Fig. 4. Electrocardiogram.
It shows Q waves in II, III, aVF and decreased amplitude of R waves in V; and Vg These
findings are essentially unchanged during past five years. 1 mV=1 cm.
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Fig. 5. Phonocardiogram.
A long systolic murmur with late systolic accentuation is recorded at the apex (fourth left intercostal
space in the midclavicular line, 4LMCL), and the other mid systolic murmur is recorded parasternally

in the second left intercostal space (2L).

I, II, III and IV=the first, second, third and fourth heart sounds; SM and DM =systolic and
diastolic murmurs; R. Car.=right carotid pulse tracing; L1, M1, M2, Hl=low (L1), medium (MT1)
and M2), and high (H1) frequency phonocardiograms.

Paper speed=100 mm/sec. Time lines=10 msec.
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Fig. 6. M-mode echocardiograms.

Left panel shows asymmetric septal hypertrophy and small systolic anterior motion of the mitral
valve (SAM). The aortic valve echocardiogram (right panel) reveals mid-systolic semiclosure.

IVS =interventricular septum; MV =mitral valve; PW =posterior wall; AV =aortic valve; LA=
left atrium.

Paper speed =100 mm/sec. Dot interval=1 cm apart, time lines=100 msec.
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Fig. 7. Two-dimensional (left) and M-mode (right) echocardiograms of the pulmonary

valve.

Right ventricular outflow tract obstruction is suggested by mid-systolic semiclosure and delayed
closure of the pulmonary valve in the M-mode echogram, although it is not demonstrated by

cross-sectional image.
PV =pulmonary valve; LA =Ileft atrium.
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Pressure tracings of right- and left-sided chambers.
A pressure gradient of 13 mmHg is noted within the right ventricle.

Fig. 9.

left ventricle.
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Fig. 10. Biventricular angiogram and its diagram.

The interventricular septum bulging into both ventricles is observed.
AV =aortic valve; RV =right ventricle; LV =left ventricle.
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