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Two Cases of Familial Asymmetric Septal Hypertrophy

Byoung Ick Park, M.D, Byung Heui Oh, M.D, Sam Yong Kim, M.D, Hyung Joon Yoo, M.D,
Chong Hun Park, M.D, Jung Don Seo, M.D.,, and Young Weo Lee, M.D.

Department of Internal Medicine, College of Medicine, Seoul National University

Two cases of familial asymmetric septal hypertrophy diagnosed by myccrdial bicpsy
and clinical studies are reported with literature reviewed.

Myocardial biopsy was done at right ventricular septal wall, and pedigree of family
members was observed clinically and examined by roninvasive metheds including chest
X-ray and echocardiography.
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Fig. 1. Pedigree of case 1.
+( ) : Death(patient’s age/vr})
{1 ASH on echecardi
/¢ Propositus
1
2

: Death during pregnancy

: Death with edem"t

: Sudden death with diagnosis of cardiac Fig. 2. Chest X-ray film (P-A view) of case I,

disease showing cardiomegaly of moderate degree
and redistribution of pulmonary blood flow.
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Fig. §. Electrocardiogram of case 1, showing biventricular hypertrophy.
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Fig. 4. Echocardiogram of case 1, showing left
ventricular dilatation, decreased motion of

]elft ventricular posteior wall and asymme- Fig. 5. Left ventriculogram of case 1, showing
trical septal hypertrophy. left ventricular hypertrophy and dilata-
tion.

(8] filel A B BE B ow o
£94 AT 4 g9k

Aa Ak e ofuu s o

SOETEREC SN IR

AL ALl A AL ) €]

e

B SRR b i B i ¥ i
Fig. 6. Biopsy of the interventricular septum (case 1) showing hypertrophy of m
bundles with irregular arrangement. Many of the muscle cells have large bizzare nuclei. Mucti-

ple foci of myocytolysis in moth eaten pattern were noted.

yvocardial muscle fiber
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A: Mother
Fig. 7. Echocardiogram of the relatives of case 1, showing asymmetrical septal hypertrophy.
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Fig. 8. Pedigree of case 2.
+( ) :Death(patient’s age (yr))
D : Dyspnea
E : Exertional dyspnea
&, [7: ASH on echocardiogram
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Fic. 9. Chest X-ray film (PA view) of case 2,
showing cardiomegaly of moderate degree

and redistribution of pulmonary blood flow.

ol =8l Bo] FAES 4AL =5y ) Fig. 11. Prevalsalva maneuver. Mitral resting
LSl o] FeiyEl el B ALE e 27elelm, echocardiogram of case 2, showing asym-

metrical septal hypertrophy.
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Fig. 10. Electrocardiogram of case 2, showing left veatricular hypertrophy and right atrial enlargement.
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Fig. 12. Postvalsalva maneuver. Mitral echocar-
diogram of case 2, after valsalva maneu-
ver, showing diminished EF slope and
pathognomonic systolic anterior move-
ment of mitral leaflet (SAM).
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Fig. 14. Echocardicgram of the relatives of case

Fig. 13. Biopsy of interventricular septum (case 2),
showing degenerated muscle fragements
and fibrin clots. There are foci of slight
inflammatory cell infil¢ration.
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B: Father
2 showing asymmetrical septal hypertrophy.
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