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Objectives: To evaluate in a pediatric population whether morphologic Noncompaction Cardiomyopathy (NCC) severity correlates with left ventricular contractile function.
Background: NCC is a likely under-diagnosed developmental disorder defined by morphologic criteria. It is associated with a high morbidity and mortality, mostly due to poor contractile function. Predictive markers have not yet been identified. 
Patients and methods: 58 patients (age 6.2±6.7 years, 33% females) were diagnosed with NCC between 4/2006 through 4/2014 and qualified for retrospective analysis. 16 (29%) patients had associated congenital heart defects (CHD). NCC severity was graded by the number of cardiac segments affected as mild (<6), moderate (6-11), and severe (>11). Low left ventricular contractile function was defined echocardiographically by an ejection fraction (EF) <56%.
Results: NCC was mild, moderate, and severe in 27 (46%), 26 (45%), and 5 (9%) patients. EF was low in 19 (33%) patients. Patients with low EF were not different from patients with preserved EF in regard of age, weight, gender, associated CHD, or morphologic NCC severity. EF was low in 10 (37%) patients with mild NCC, 7 (27%) patients with moderate NCC, and 2 (40%) patients with severe NCC (p=0.37). Four patients (7%) required mechanical circulatory support or heart transplant; two patients (3%) died. Only one of these six patients (10%) was at high risk by morphologic severity criteria.
Conclusion: Morphologic NCC severity does not predict left ventricular contractile function in a pediatric population. Predictive functional markers for NCC are still urgently needed.

