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A case of arrhythmogenic right ventricular
cardiomyopathy (ARVC/D) in which tenascin C
immunostaining made the assessment

of myocardial remodeling possible
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SUMMARY

Arrhythmogenic right ventricular cardiomyopathy/dysplasia (ARVC/D) is characterized by progressive fatty and fibrous replacement. A female in her 70's, sud-
denly found in cardiopulmonary arrest. The heart weighed 452 g and yellow discoloration was observed. Histological examination revealed the replacement
of the right ventricular myocardium by adipose tissue and fibrosis. The cause of death was fatal arrhythmia caused by ARVC/D. Tenascin C staining was useful
in evaluating myocardial remodeling.
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Pripad arytmogenni pravostranné ventrikularni kardiomyopatie (ARVC/D) s vyuzitim imunohistochemického vysetieni
tenascinu C k posouzeni remodelace myokardu

SOUHRN

Arytmogenni pravostranna komorova kardiomyopatie/dysplazie (ARVC/D) je progresivni geneticka kardiomyopatie charakterizovana progresivni tukovou
a vazivovou preménou komorového myokardu. Tenascin C je protein extracelularni matrix, jde o jeden z proteind akutni faze které jsou produkovany v mistech
|ézi prochazejicicich tkanovou rekonstrukci. Je zndm jako marker myokardialniho poskozeni a myokardialni remodelace. Pripad: Zena, vékové na pocétku 7.
dekady s anamnézou angina pectoris a asthma bronchiale. Vzhledem k nevolnosti pozadala syna o odvoz do nemocnice. Syn zaparkoval automobil na pla-
ceném parkovisti pobliz ordinace jejich praktického Iékare. Kdyz matku v auté oslovil, nereagovala a byla v bezvédomi. P¥i pfijeti na pohotovost jiz byla pfitom-
na kardiopulmonalni zastava a z bezvédomi se matka jiz neprobrala. Pacientka byl 156 cm vysoka a hmotnost byla 63 kg. Hmotnost srdce byla 452 g a Usekovité
byl v myokardu pozorovén zlutavy nadech. Byla pfitomna mirna ateroskleréza véncitych tepen, ale bez signifikantnich stenéz. Histologické vysetfeni prokazalo
pfeménu myokardu pravé komory v tukovou a vazivovou tkan. Nekréza ani znamky akutni ischemické choroby srde¢ni nebyly pozorovény. Mikroskopicky byla
diagnostikovana ARVC/D a jako pficina smrti byla stanovena fatalni ahythmie zptisobend ARVC/D. V této kazuistice ARVC/D bylo vyuzito imunohistochem-
ického vysetieni tenascinu C ke zhodnoceni remodelace myokardu.
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Arrhythmogenic right ventricular cardiomyopathy/dysplasia
(ARVC/D) is a progressive genetic cardiomyopathy character-
ized by progressive fatty and fibrous replacement of ventricular
myocardium (1). ARVC/D is characterized pathologically by my-
ocardial atrophy, fibrofatty replacement, fibrosis and ultimate
thinning of the wall with chamber dilation and aneurysm forma-
tion (2). These changes consequently produce electrical insta-
bility precipitating ventricular tachycardia and sudden cardiac
death (3). ARVC/D is a devastating disease given the fact that
the first symptom is often sudden cardiac death (3).
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Tenascin C is an extracellular matrix protein, which is one of
the acute phase proteins expressed in diseased sites undergo-
ing tissue reconstruction (4). It is expressed in the invasive por-
tions of malignant tumors and has been established as a marker
for myocardial injury and myocardial remodeling (4).

This is a case report of arrhythmogenic right ventricular cardi-
omyopathy (ARVC/D) for which tenascin Cimmunostaining was
useful in evaluating myocardial remodeling.

CASE

A female in her early 70’s had a history of angina pectoris and
asthma. She felt physically sick and asked her son to take her to
a hospital. He parked the car in a coin-operated parking space
near their family doctor’s office. When he called her name in
the car, she did not respond and was unconscious. While being
admitted to the emergency department, she was in cardiopul-
monary arrest, never recovered her consciousness, and was con-
firmed dead at hospital. Administrative autopsy was performed
the following day.
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