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Background. Cardiomyopathy (CM) – is a heterogeneous group of heart diseases characterized by myocardium structural reorganization with a progressive course and unfavorable prognosis. Congenital errors of metabolism (15%) and various genetic        syndromes (8 %) lead to metabolic CM. Intravital diagnostic of mitochondrial CM is not quite reliable.
The aim: To improve the diagnostic of rare forms of the CM of children.
Methods: We examined two children from the same family with dysbolism of long chain fatty acids followed by CM at the age of 4 and 8 months; one  8 years-old child with MELAS syndrome.
Results: 2 children have such a diagnose: congenital metabolic imbalance – failure of long chain fatty acids β-oxidation (long chain fatty acyl-CoA dehydrogenase enzyme insufficiency), hypertrophic cardiomyopathy, circulatory failure, Reye -like syndrome, that was suspected because of a progressive lethargy, drowsiness , muscular hypotonia, cardiac disorders (symmetric hypertrophic cardiomyopathy), liver enlargement (Reye's syndrome), early clinical manifestation, regression of psychomotor skills, hyperlactatemia, increase transaminase levels, decrease of the free carnitine, acylcarnitines enlargement, high excretion of fumaric acid, adipic acid, oxoglutaric acid .

In One child a MELAS syndrome was diagnosed (mitochondrial myopathy - encephalopathy - lactic acidosis, stroke- episodes) because of a combination of physical and psychomotor development delay; complaints (vomiting, diencephalic crises, weakness, lethargy); progressive multiple organ failure (myopathic syndrome, hypertrophic СM, nervous system damage, endocrine disorders, gastrointestinal disorders); biochemical markers  (increase of lactic and pyruvic acid ); molecular genetic testing ( mutation 14470T / C, 14766 C / T , 15326 A / G). 
Conclusions: Metabolic disorders are very important in CM development. Metabolic CM is manifested by a combination of cardiac symptoms (hypertrophic CM in infancy) with extracardiac symptoms of mitochondrial pathology (infantile somatotype, myopathic syndrome, high levels of lactate and pyruvate, increased excretion of organic acids). A child with cardiomyopathy with suspicion on mitochondrial pathology should be consulted by the genetic.

 Early diagnostic of metabolic CM allows for recourse of changes in the heart and improves the disease prognosis.
