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Hypertrophic Cardiomyopathy
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Department of Internal Medicine, Wonkwang University School of Medicine, Iksan, Korea

ABSTRACT

Since the pathology of hypertrophic cardiomyopathy was first described by French pathologists in the mid
19th century, many research papers and extensive reviews for the diverse clinical, pathological and genetics
related findings have been published. The common term of hypertrophic cardiomyopathy was suggested to be
used by the recommendation of the world health organization in 1980. The characteristic findings have been
inappropriate myocardial hypertrophy occurring in the absence of any obvious cause such as aortic stenosis or
systemic hypertension, which predominantly involved the interventricular septum in the hyperdynamic and
nondilated left ventricle. Hypertrophic cardiomyopathy, initially thought to be rare, is now proved to be an
important cause of morbidity and mortality across all ages. It occurs in 1 in 500 live births, and in approxima-
tely half of these cases is transmitted as an autosomal dominant trait thus becoming the most common cause
of sudden death during exercise in young people. Recently, molecular genetic studies have revealed that it is a
heterogeneous disease of the sarcomere in which more than 150 different mutations across 10 sarcomeric
proteins are involved, and that the phenotypic manifestation and prognosis varies markedly depending on va-
riations in genetic mutations. Consequently, genetic diagnosis is expected to be available within a few years
and able to be used for early diagnosis, prevention and treatment of hypertrophic cardiomyopathy in addition
to the currently available morphological and functional diagnosis by two-dimensional and Doppler echocardi-
ography. (Korean Circulation J 2002532(1):7-14)
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Table 1. Genetics of hypertrophic cardiomyopathy
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Fig. 2. Diagram of the pathophysiology of obstryuction
to left ventricular (LV) outflow and mitral regurgitation
in hypertrophic cardiomyopathy with obstruction. AO
aorta, BO left ventricular outflow, CO left atrium, DO ap-
ical left ventricular cavity. LAO left atrium, MVO mitral
valve, AOO aortic valve.
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Fig. 4. Left parasternal long and short axis echocardiograms show asymmetrical septal hypertrophy and speckling

echoes in hypertrophic cardiomyopathy.
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Table 2. Risk factors associated with sudden cardiac
death in hypertrophic cardiomyopathy

Young ages (<30)
Family history of both HCM and sudden death

Genetic abnormalities with increased prevalence of
sudden death

Survivor after sudden cardiac death

Sustained ventricular or supraventricular tachyarrhythmias
Recurrent syncope in children

Onsustained ventricular fachycardia on Holter monitoring
Bradyarrhythmias
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