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Functionally univentricular heart

Congenital heart defects that cannot be surgically divided
into 2 functional ventricles

Univentricular circulation
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Functionally Univentricular Heart — Staged surgery
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Transpulmonary
gradient = 5 mmHg

Total cavopulmonary connection

Effects

®* normal ventricular volume load
¢ Sao,

® increased systemic venous pressure

120




Total cavopulmonary connection in Children’s Heart Centre Prague (1991 - 2020)
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Total cavopulmonary connection in Children’s Heart Centre Prague

(1991 - 2020)
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Impact of Fontan circulation on end-organs
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Fontan associated liver disease (FALD)

Liver biopsy

Kutty 2014 10
Evans 2015 14
Bryant 2011 16
Wu 2017 75
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Fontan associated liver disease (FALD)
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TCPC longitudinal study in Children‘s Heart Centre Prague

Coagulation profile and liver function in 102 patients after
total cavopulmonary connection at mid term follow up

V Chaloupecky, | Svobodovd, | Hadacova, V Tomek, B Hucin, T Tlaskal, J Janousek, O Reich,
J Skovrdnek

Heart 2005
Study 1 Study 2 Study 3
Period 2000 -2001 2009-2010 2017 -2018
Number of patients 102 69 47
9 17 26
] (4 - 22) (12 - 31) (21 - 38)
5 13 21

Interval from TCPC (yrs) (1-8) (9 - 17) (18 - 24)



ECHO findings

Ventricular function



Liver test
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Elastography
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Elastography
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Risk factors —right ventricular morphology

Double inlet left ventricle

Double inlet right ventricle
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Higher values of Forns index



Quality of life

SF-36 questionare:

Subjective rating of personal health




Conclusion

« FALD is gradually progressing even in patients in a good clinical
condition with a good or mildly decreased single ventricle function

* Close cooperation between cardiologist and hepatologist in adult
patients after TCPC is inevitable
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