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SUMMARY
Cardiomyopathies are primary diseases of the heart muscle characterized by its abnormal structure and function. This is a rare group of pathologies in the pediatric population, but it is associated with significant risk of cardiac death. In the pediatric population the most common cardiomyopathies are: dilated cardiomyopathy (DCM), hypertrophic cardiomyopathy (HCM) and left ventricular non-compaction (LVNC).
	The aim of this dissertation, which consists of a cycle of 3 published articles, was to assess the risk factors associated with unfavorable course of DCM, HCM and LVNC in the pediatric population. The study aimed at reviewing factors outlined in the literature and searching for new factors associated with worse prognosis. In clinical practice, tools helpful in distinguishing patients requiring most clinical attention from those with a benign phenotype are necessary. However, available data on risk assessment in children with cardiomyopathies is still insufficient. Therefore, a prospective observational study was conducted in children with DCM, HCM and LVNC. At the time of enrollment in the study all patients underwent: 12-lead ECG recordings, 24-hour Holter ECG monitoring, echocardiography and blood tests in order to obtain serum concentration of cardiac biomarkers. The results of children with cardiomyopathies were compared with results obtained in healthy, age and sex matched children. The conducted study aimed at: searching for new electrocardiographic and echocardiographic factors associated with unfavorable outcomes as well as factors helpful in distinguishing patients with cardiomyopathies from healthy ones. 
The first paper presents a systematic review of the literature regarding left ventricular noncompaction in the pediatric population and electrocardiographic, echocardiographic, cardiac magnetic resonance imaging and genetic parameters associated with worse prognosis. The relationship between the presence of congenital heart defect or the co-existence of other types of cardiomyopathy and the course of the disease in children with LVNC has also been described. Through this systematic review, current knowledge regarding pediatric LVNC was summarized, different diagnostic criteria were discussed, and factors associated with unfavorable outcomes were outlined. 
	The second paper focused on electrocardiographic findings in 42 children with cardiomyopathies (19 with DCM, 17 with HCM, 6 with LVNC) and 19 in the control group. It was found that, the value of the QRS-T angle differed significantly between children with the disease and the control group (in the DCM group 75⁰ vs. 41⁰ p=0.007; in the HCM group 100⁰ vs. 41⁰ p<0.001, in the  LVNC group 64⁰ vs. 41⁰, p=0.03). Moreover, QRS-T angle > 120⁰ was associated with a significantly higher risk of death among children with cardiomyopathies. This study also demonstrated the association between abnormal NT-proBNP (N-terminal pro-B-type natriuretic peptide) and troponin I serum concentrations with poorer survival in children with cardiomyopathies. 
	In the third paper echocardiographic parameters were analyzed in 56 children with cardiomyopathies (28 with DCM, 21 with HCM, 7 with LVNC) and 28 in the control group. It was proven, that: left atrial strain in the reservoir phase (LASr) <20%, left atrial strain in the conduit phase (LAScd) ≥12% and left atrial stiffness index (LASI) ≥0.26 were all associated with reduced survival. On the random forest classification model LASr, LAScd and LASI were superior to conventional parameters which are used for left ventricular diastolic function assessment in terms of anticipation of unfavorable outcome. Moreover, it was shown that LASr, LAScd, LASct and LASI values differed significantly between patients with cardiomyopathy with mild phenotype and healthy children (respectively in the DCM group: LASr 30.10% (IQR 24.20; 41.40) vs. 50.65% (IQR 44.90; 56.10) p<0.001, LAScd -25.49% ± 10.99% vs. -38.77% ± 10.34 p<0.001, LASct -6.21% ± 8.91% vs. -13.77% ± 4.25 p<0.001, LASI 0.22 (IQR 0.16;0.42) vs. 0.12 (IQR 0.10;0.14) p<0.001; in the HCM group: LASr 37.40% (IQR 32.10; 39.70) vs. 50.65% (IQR 44.90;56.10) p<0.001, LAScd -23.75% (IQR -30.20;-21.20) vs. -36.9% (IQR -44.15;-31.60) p<0.001, LASct -10.05% (IQR -12.50;-7.70) vs. -14.25% (IQR -17.50;-10.65) p=0.03, LASI 0.2 (IQR 0.18;0.27) vs. 0.12 (IQR 0.10;0.14) p<0,001).
	In conclusion, based on the performed studies, new promising risk factors associated with unfavorable course of DCM, HCM and LVNC in children were discovered. Moreover, parameters helpful in identifying children with a mild phenotype and early-stages of cardiomyopathy were outlined. 
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