
Supplementary Figure 1 

The total cavopulmonary connection cohort sub-divided into both low-risk or increased-risk, and 

lateral tunnel or extra-cardiac conduit. Panels (a) and (b) show Kaplan-Meier curves for survival and 

freedom from Fontan failure respectively. Panel (c) illustrates cumulative incidence of moderate or 

greater ventricular dysfunction.  

LR = low-risk, IR = increased-risk, LT = lateral tunnel, ECC = extra-cardiac conduit 
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Supplementary Table 1: High risk features prior to age 16 placing patients into increased risk 

category.  

 

 APC LT ECC Total 

High risk features 

1 

2 

3 

4 

 

48 (91%) 

3 (6%) 

1 (2%) 

1 (2%) 

 

45 (90%) 

4 (8%) 

1 (2%) 

0 (0%) 

 

86 (76%) 

21 (19%) 

6 (5%) 

0 (0%) 

  

179 (83%) 

28 (13%) 

8 (4%) 

1 (0%) 

Arrhythmia 51 (96%) 31 (62%) 48 (42%) 130 (60%) 

Thromboembolism 4 (8%) 11 (22%) 34 (30%) 49 (23%) 

PLE 1 (2%) 5 (10%) 10 (9%) 16 (7%) 

PB 0 (0%) 0 (0%) 2 (2%) 2 (1%) 

NYHA III/IV 0 (0%) 0 (0%) 9 (8%) 9 (4%) 

Ventricular dysfunction 

≥ moderate 

3 (6%) 2 (4%) 10 (9%) 15 (7%) 

AVVR ≥ moderate 0 (0%) 2 (4%) 32 (28%) 34 (16% 

Fontan conversion 2 (4%) 3 (6%) 0 (0%) 5 (2%) 

Fontan takedown† 0 (0%) 2 (4%) 1 (1%) 3 (1%) 

Transplantation† 0 (0%) 0 (0%) 0 (%) 0 (0%) 

 

†Patients with Fontan takedown or heart transplantation prior to age 16 were excluded.  

PLE = protein-losing enteropathy, PB = plastic bronchitis, AVVR = atrioventricular valve regurgitation, 

APC = atriopulmonary connection, LT = lateral tunnel, ECC = extra-cardiac conduit. 
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