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SUPPLEMENTARY TABLE S1 Clinical and haemodynamic parameters by treatment 

 

 Addition of sildenafil (n=125) Addition of bosentan (n=56) 

 Baseline 3–4 months p value Baseline 3–4 months p value 

NYHA III/IV, % 47 35 0.001 55 37 0.021 

6MWD, m 428 (327–516) 471 (382–554) <0.001 427 (346–481) 451 (371–525) <0.001 

RAP, mmHg 8 (7–12) 8 (6–11) 0.016 10 (7–14) 8 (6–12) 0.075 

mPAP, mmHg 62 (52–75) 58 (49–70) <0.001 66 (50–80) 56 (46–75) <0.001 

PWP, mmHg 10 (8–12) 10 (8–12) 0.266 10 (8–12) 10 (9–12) 0.683 

mSAP, mmHg 83 (77–90) 81 (74–91) 0.078 88 (79–98) 83 (75–91) 0.010 

CI, L/min/m2 2.3 (1.9–2.7) 2.5 (2.1–2.9) <0.001 2.2 (1.9–2.5) 2.5 (2.3–2.9) <0.001 

PVR, WU 13 (9–17) 11 (8–16) <0.001 13 (10–19) 10 (7–14) <0.001 

SVR, WU 19 (16–24) 17 (14–21) <0.001 21 (17–25) 16 (14–21) <0.001 

Art O2 Sat, % 93 (91–96) 95 (91–97) <0.001 94 (88–96) 94 (90–96) 0.481 

PA O2 Sat, % 64 (57–68) 67 (62–72) <0.001 65 (58–70) 68 (61–72) 0.005 
6MWD, 6-minute walk distance; Art O2 Sat, arterial oxygen saturation; CHD, congenital heart disease; CI, cardiac index; CTD, connective tissue disease; 
HPAH, heritable pulmonary arterial hypertension; IPAH, idiopathic pulmonary arterial hypertension; mPAP, mean pulmonary arterial pressure; mSAP, mean 
systemic arterial pressure; NYHA, New York Heart Association; PAH, pulmonary arterial hypertension; PA O2 Sat, pulmonary arterial oxygen saturation; PVR: 
pulmonary vascular resistance; PWP, pulmonary wedge pressure; RAP, right atrial pressure; SVR, systemic vascular resistance; WU, Woods units. 
Data are displayed as median (Q1–Q3). 
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SUPPLEMENTARY FIGURE S1 Non-elective-hospitalisation-free survival by aetiology (% of 
patients alive and not requiring hospitalisation) 

 

 
 
CHD, congenital heart disease; CTD, connective tissue disease; HPAH, heritable pulmonary 
arterial hypertension; IPAH, idiopathic pulmonary arterial hypertension; PAH, pulmonary 
arterial hypertension. 
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SUPPLEMENTARY FIGURE S2 Triple combination therapy-free survival by aetiology (% of 
patients alive and not requiring triple combination therapy) 
 

 
 
CHD, congenital heart disease; CTD, connective tissue disease; HPAH, heritable pulmonary 
arterial hypertension; IPAH, idiopathic pulmonary arterial hypertension; PAH, pulmonary 
arterial hypertension. 
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SUPPLEMENTARY FIGURE S3 Non-elective-hospitalisation and triple combination therapy-
free survival by aetiology (% of patients alive and not requiring hospitalisations or triple 
combination therapy) 

 

 
 
CHD, congenital heart disease; CTD, connective tissue disease; HPAH, heritable pulmonary 
arterial hypertension; IPAH, idiopathic pulmonary arterial hypertension; PAH, pulmonary 
arterial hypertension. 
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