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THE PATHOLOGY OF LEFT VENTRICULAR NONCOMPACTION.  A RARE CAUSE OF HEART FAILURE (Invited Lecture)
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Left ventricular noncompaction (LVNC) is a rare disorder due to an arrest in endomyocardial morphogenesis.  This disease is not well characterised or widely recognised and falls into the category of unclassified cardiomyopathy by the World Health Organisation.  LVNC may occur in isolation or be associated with other congenital malformations.  It has a heterogeneous clinical presentation and may be asymptomatic or present with sudden death, cardiac dysrhythmia and cardiomyopathy of hypertrophic or dilated type.  The diagnosis can be made echocardiographically, by magnetic resonance imaging or at autopsy.  The genetic basis of LVNC has yet to be fully elucidated but both autosomal dominant and X-linked patterns of inheritance have been described.  LVNC is usually seen in the paediatric population.  We describe the pathology of isolated LVNC in an adult male who died suddenly.  In the apical and mid-ventricular segments of the left ventricle there were numerous, excessively prominent trabeculations and deep intertrabecular recesses that penetrated deeply into the left ventricular myocardium.  Histological examination revealed that the recesses, including their troughs, were lined by endothelium that was continuous with left ventricular endocardial endothelium and confirmed that the recesses were not persistent intramyocardial sinusoids.  The outer layer of the myocardium was compacted and the endocardial layer noncompacted.  The noncompacted layer was comprised of prominent and elongated ‘finger-like’ trabeculations, which were excessive in number.  Within individual trabeculae there was prominent fibrosis.  Increased awareness of the pathology of LVNC will improve the diagnosis of this rare cardiomyopathy and facilitate its recognition as a distinct entity.
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