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Abstract : Pulmonary Hypertension is a rare but debilitating disease that affects individuals of all ages and walks of life. As
recent as 15 years ago, a patient diagnosed with PH was given an average survival rate of 2.8 years. Recent advances in
treatment options have allowed patients to improve quality o and quantity of life. Initial screening for PH is through
echocardiography with final diagnosis confirmed through right heart catheterization. PH is now considered to have five major
classifications with subgroups among each. The mild to moderate PH is common in chronic lung diseases like Chronic
obstructive pulmonary diseases and Interstitial lung disease. But very severe PH is noted in few cases. In COPD patients, PH is
associated with an increased risk of severe exacerbations and a reduced life expectancy. Similarly, in patients with ILD, the
presence of PH correlates with a poor prognosis. Early diagnosis is essential to slow disease progression. We report here five
cases of severe PH (Out of Proportion) of which four cases were of COPD and another one of IPF (UIP pattern). There
echocardiography showed gross RA/RV dilatation, interventricular septum bulging to the left and mPAP of more than 100
mmHg in all the five cases. These patients were put on LTOT, pulmonary rehabilitation, combination pharmacotherapy of
vasodilators and diuretics in continuation to the treatment of underlying disease. As these patients have grave prognosis close
monitoring and follow up is required. Physicians associated with respiratory care and treating chronic lung disease should have
knowledge in the diagnosis and management of patients with PH.
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