
WHAT IS PULMONARY HYPERTENSION?

Pulmonary hypertension is high blood pressure in the arterial system in the lungs and the right side of the heart. There are many 
causes of pulmonary hypertension and numerous tests are usually required to determine the cause. Problems with the left side of 
the heart is the most common cause of pulmonary hypertension (pulmonary venous hypertension). Pulmonary arterial hypertension 
(PAH) is caused by the small arteries in the lungs becoming narrower or blocked. This causes the right side of the heart to work 
harder to push the blood through the lungs to get to the left side of the heart. Patients with scleroderma may develop PAH either 
due to interstitial lung disease (ILD) or to the changes in the blood vessels.

Because of the high prevalence of PAH in scleroderma patients, the World Health Organization recommends that scleroderma 
patients be screened annually for PAH.

These tests usually include:
 • Echocardiogram
 • Pulmonary function tests (including DLCO)
 • Electrocardiogram

Other tests to establish a diagnosis of PAH may include:
 • Six minute walk test
 • V/Q scan (a test to see if the lungs have old blood clots)
 • CT Scan chest
 • Assessment of function in tasks of daily living
 • Right heart catheterization is a required test to confirm the diagnosis of PAH

WHAT IS PULMONARY HYPERTENSION?

SYMPTOMS

Patients may experience the following symptoms:

 • No symptoms in early stages
 • First symptom is shortness of breath especially  

when walking or climbing stairs
 • Coughing, which worsens upon exertion
 • Constant feelings of fatigue
 • Shortness of breath at higher elevations

 • Shortness of breath even at rest at more  
advanced stages

 • Unusual chest pains
 • Swelling of neck veins, belly and feet
 • Extreme limitations in daily activities
 • Dizziness or fainting

TESTS

Inform your physician if you develop any of the above symptoms



DISCLAIMER: This pamphlet is meant to provide 
information on scleroderma and is not meant to be 
used as a diagnostic tool or to suggest treatment or 
medications. Always consult your physician regarding 
details of symptoms, diagnosis, and treatment.
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Many research projects are presently being conducted into understanding the causes and mechanisms of PAH. New therapies 
under investigation may be available in the future.

Treatment of pulmonary artery hypertension (PAH) requires individualized treatment by specialists in this field. Conventional 
medications such as diuretics, calcium channel blockers and warfarin may be used, but drugs designed specifically to treat the 
condition are usually required. Drugs that help prevent blood vessels from narrowing through blocking specific receptors in the 
vessels called endothelin receptor antagonists (ERAs) include: bosentan (Tracleer®), macitentan (Opsumit®) and ambrisentan 
(Volibris®). Medications that stimulate the lungs to make more of its own natural vessel relaxers (vasodilators) are in a class called 
Phosphodiesterase inhibitors and include sildenafil (Revatio®) and tadalafil (Adcirca®). Working slightly differently is selexipag 
(Uptravi®) which activates prostacyclin receptors which help the vessels relax. Combinations of these medications are frequently 
required and when they are ineffective, epoprostenol (Caripul®) may be prescribed. It is a liquid medication that is delivered by 
a portable infusion pump into a central vein (large vein leading directly to the heart). Treprostinil (Remodulin®) works similar to 
epoprostenol in that it is a liquid and the patient wears a pump, it can be delivered like epoprostenol , or the medication is delivered 
subcutaneously (under the skin) through a fine tip needle.

TREATMENT

THE FUTURE
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