
 Biomarker for PH in DS 1 
 

Supplemental Table 1: Semi-quantitative severity rating scale using WHO functional 
classification, echocardiographic findings and cardiac catheterization mean pulmonary arterial 
(PA) pressures when available. Severity scoring modified from McLaughlin et al. 2006 and 
Mourani et al. 2008.1, 2 
Severity WHO 

Functional 
Classification 

Echocardiographic Findings Cardiac 
Catheterization Mean 
PA pressures 

Mild I-II None to mild RV hypertrophy 
Septal flatting 
Estimated PA pressures 1/3-2/3 
systemic 

1/3 to less than 2/3 
systemic 

Moderate III Moderate RV hypertrophy 
RV dilation 
Septal flattening or mild septal bowing 
Estimated PA pressures 2/3-systemic 

2/3 to less than 
systemic 

Severe IV Moderate to severe RV hypertrophy 
RV dilation 
Moderate to severe septal bowing 
Estimated PA pressures systemic or 
above 

Systemic or above 

RV: right ventricular, PA: pulmonary artery 
 
 


