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The Fontan operation has been used as palliation for tricuspid atresia and other cardiac abnormalities with a single functional ventricle. Long-term survivors have chronically raised systemic venous pressures and this is associated with deranged liver function. 4 cases of cirrhosis found at post-mortem in patients having undergone the Fontan procedure 4-18 years before death are described, but the potential long-term impact on hepatic architecture and function is very poorly reported. We describe the histological features of the liver in patients with a Fontan circulation. Liver biopsies carried out as part of preoperative assessment prior to extracardiac cavopulmonary conversion of an older style Fontan were examined and scored semi-quantitatively for pertinent histological features. To support the use of the scoring, biopsies were also ranked by eye for severity to allow correlation with assigned scores. Liver biopsies from 18 patients with a Fontan circulation were assessed. All biopsies showed sinusoidal fibrosis. In 17/18 cases there was at least fibrous spur formation, with 14/18 showing bridging fibrosis and 2/18 frank cirrhosis. All biopsies showed marked sinusoidal dilation, and 14/18 showed bile ductular proliferation. Similar appearances were observed in 2 patients with severe tricuspid regurgitation. The histological features of the liver in patients with a Fontan circulation are similar to those described in cardiac sclerosis. Sinusoidal dilatation and sinusoidal fibrosis are marked in the Fontan series. No inflammation or hepatocellular damage is evident, suggesting that fibrosis may be mediated by a non-inflammatory mechanism.

