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Background: Hepatic fibrosis and cirrhosis are findings late in some patients with Fontan circulation. However the relationship between the degree of liver dysfunction and central venous pressure is poorly defined at the early term after Fontan procedure.
Objectives: Studies have shown that liver fibrosis may be caused by the increase of mean pulmonary arterial pressure or the systolic and/or diastolic cardiac dysfunction in the early term after Fontan opearation.
Methods: A total of 36 patients who underwent Fontan operation enrolled underwent biochemical tests (aspartate aminotransferase, alanine aminotransferase, total bilirubin, gamma-glutamyl transpeptidase, type IV collagen 7s domain, which is a sensitive indicator of liver fibrosis, and brain natriuretic peptide (BNP), cardiac catheterization data (% normal of end-diastolic ventricular volume, % ejection fraction, mean pulmonary arterial pressure and end-diastolic ventricular pressure). Correlations between variables were assessed using a Spearman’s correlation coefficient. 
Results: The patients, aged 4.3 ± 2.4 (mean ± standard deviation) years, were studied at 2.4 ± 1.7 years after the Fontan procedure. Mean pulmonary arterial pressure (14.6 ± 4.1 mmHg) was positively correlated with type IV collagen 7s domain (p = 0.01, r = 0.41) however there was no correlation between mean pulmonary arterial pressure and other biochemical data. Mean pulmonary arterial pressure was not correlated with other systolic and diastolic cardiac indicators and BNP.
Conclusions: In children who underwent Fontan operation, hepatic fibrosis is correlated with mean pulmonary arterial pressure. Maintaining a lower pulmonary arterial pressure might prevent or reduce liver disease in the long-term.

