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Background: Few studies have looked at the prevalence and implications of severe PH in patients with pulmonary fibrosis (IPF). 
Methods: PH was defined as resting mean pulmonary artery pressure (mPAP) greater than 25mmHg and severe PH was defined as mPAP greater than 40 mmHg. Data for patients with severe PH were compared to those with mild/moderate PH and those without PH (non-PH). 
Results: 148 patients [86M (58%); 128 Caucasians] with IPF were identified. Of these 46% (68/148) met criteria for PH and 21 (14%) had severe PH. Compared to mild/mod PH and non-PH, patients with severe PH had lower cardiac index (2.2 vs 2.6 vs 2.9 l/min/m2; p=0.0003) and higher mean right atrial pressure (9.2 vs 7.7 vs 4.3 mmHg; p= 0.0001), pulmonary artery pulse pressure (36 vs 26 vs 20 mmHg; p= 0.0001), BUN (p=0.06). Patients with severe PH had lower PaO2 (52 vs 59 vs 62 mmHg; p=0.03) and six-minute walk distance (6MWD) [294 vs 326 vs 368 meters; p=0.01] and higher mortality [43% (9/21) vs 28% (13/47) vs 20% (16/80)]. 
Conclusions: Patients with advanced IPF may have a very high prevalence of PH. In our group of patients, a significant proportion of patients had severe PH and the presence of PH did not correlate with severity of pulmonary function compromise. Patients with severe PH were more likely to have compromised hemodynamics, increased functional limitation and higher mortality that patients with mild/moderate PH and patients without PH. 

