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ABOUT PULMONARY HYPERTENSION 
 
Pulmonary hypertension (PH) is a complex and often 
misunderstood disease. The term PH simply means high blood 
pressure in the arteries of the lungs. In regular hypertension — also 
known as high blood pressure or systemic hypertension, which you 
can check with a blood pressure cuff — the pressure in the arteries 
of the entire body is higher than it should be. In PH, the blood 
vessels specifically in the lungs are affected. They can become stiff 
and narrow, and the right side of the heart must work harder to 
pump blood through them. There are five groups of PH based on 
different causes. 

Each form of PH is different, so it is important for newly diagnosed 
patients to find a PH specialist who can accurately pinpoint what is 
causing their PH. They then can develop a treatment plan for that 
specific type as soon as possible after a confirmed diagnosis. Every 
individual with PH is different, and new research with the potential to 
improve the outlook for people living with this disease is conducted on a 
continual basis. Once in the care of a PH-treating health care team and 
on appropriate therapy, individuals with PH can live for many years. 

Normal mean pulmonary 
artery pressure is between  

8-20 mmHg at rest. 
Pulmonary hypertension is 
defined as a resting mean 
pulmonary artery pressure 

at or above 25 mmHg.

PH, or high blood pressure in the lungs, 
frequently results from a narrowing of the 
small blood vessels in the lungs, which 
leads to a larger right side of the heart.



LUPUS-ASSOCIATED PAH
Systemic lupus erythematosus (SLE or lupus) is a disease that affects 
a person’s immune system. People with lupus may develop rashes, 
arthritis, kidney trouble and lung or heart problems. In some very 
rare cases they may develop World Health Organization Group 1 PH 
(pulmonary arterial hypertension, or PAH). It is estimated that about  
2 percent of people with lupus will develop PAH. 



SCREENING FOR  
LUPUS-ASSOCIATED PAH
Screening for PAH in lupus patients is not routinely performed.1  
Therefore, sometimes lupus is discovered when the PAH diagnosis 
is made. If a patient has already been diagnosed with lupus and then 
develops symptoms of breathlessness, chest pain, lightheadedness  
or swelling in the feet, they may have lupus-associated PAH. 

The initial screening test for lupus 
is a simple blood test called an 
antinuclear antibody (ANA). This 
is just a screening test, and many 
people who do not have lupus will 
have a positive ANA result. If this  
test is positive, a focused physical 
examination, more blood tests and  
a visit with a rheumatologist will 
confirm if an individual has lupus. 

The initial screening for all types of PH includes an echocardiogram, 
which estimates the blood pressure in the lungs and evaluates heart 
function. More detailed testing, including a right heart catheterization,  
is required to get an accurate diagnosis of PAH. 

A careful and detailed evaluation is especially important if lupus-
associated PAH is suspected because lupus can cause other problems 
in the heart and lungs. Therefore, lupus-related heart inflammation 
and scarring in the lungs must be excluded to make sure that these 
conditions are not adding to a patient’s symptoms. 

1 Khanna et al. Arthritis Rheum 2013 Dec;65(12):3194-201.



Generally, pulmonary function testing 
or a CT scan of the lungs will be 
done as part of the evaluation. 
Also, people with lupus are more 
likely to get blood clots in the lungs 
(pulmonary emboli), so testing 
to exclude the presence of old, 
organized blood clots in the lungs 
is a required part of the evaluation. 
After testing is completed, the 
diagnosis of lupus-associated PAH 
may be made only if the right heart 
catheterization shows high blood pressure in the lungs and no other 
heart or lung condition that could be the cause is found. 

It is not clear whether lupus causes PAH or whether having lupus makes 
developing PAH more likely because of the changes that occur in the 
lungs. However, we do know that having lupus increases one’s risk of 
developing PAH compared with the general population. 

After testing is completed, 
the diagnosis of lupus-
associated PAH may be 

made only if the right heart 
catheterization shows high 
blood pressure in the lungs 
and no other heart or lung 
condition that could be the 

cause is found. 



TREATMENT OPTIONS FOR  
LUPUS-ASSOCIATED PAH
In the last few years, multiple new treatments for PAH have been 
approved through the Food and Drug Administration (FDA). Patients 
with lupus-associated PAH may be treated with any of these therapies. 

A PH specialist will use a variety of tests to determine the severity of 
a patient’s PAH and then will base treatment decisions on the results. 
Follow-up testing should be used to determine the success of these 
strategies. With the variety of PAH therapies available, follow-up visits 
and testing with a PH specialist should be done regularly so that each 
treatment strategy can be customized to a patient’s specific disease, 
lifestyle and goals. 

The treatment of lupus also may positively impact the blood pressure 
in the lungs. This often involves drugs that suppress the immune 
system and lessen the inflammation caused by lupus. Therefore, it 
is recommended that someone with lupus-associated PAH go to a 
treatment center that is familiar with the care of this complex condition. 

Patients with lupus-associated PAH  
tend to respond well to current 
treatment options. However, because 
lupus is a complex disease that 
may affect other organs, treatment 
may be complicated. Therefore, 
close follow-up visits with a PH 
specialist and a rheumatologist are recommended to make sure that 
both diseases (PAH and lupus) are well controlled and properly treated.

Patients with lupus-
associated PAH tend to 
respond well to current 

treatment options.



ABOUT THE PULMONARY 
HYPERTENSION ASSOCIATION
The Pulmonary Hypertension 
Association (PHA) is a community of 
individuals with PH, caregivers, families, 
medical professionals and researchers 
who work together to empower people 
battling the disease, while supporting 
research toward improved treatments. 
PHA was the first organization in 
the world dedicated to providing 
comprehensive PH patient and caregiver support, medical education, 
research and services that improve patients’ quality of life.

PHA facilitates more than 200 active support groups around the country 
and serves as a model for more than 85 international PH organizations. 
In addition to in-person support, PHA offers a telephone support line, 
an email mentorship program, educational patient programs and a 
variety of print and online publications. Every two years, PHA hosts 
its International PH Conference and Scientific Sessions, which brings 
together nearly 1,500 individuals with PH, caregivers and medical 
professionals to share information on the latest research, treatments and 
lifestyle coping tips. 

PHA also has provided more than $8 million for PH research and offers 
continuing education programs for medical professionals through the  
PHA Online University and an in-person CME program. 

PHA would like to thank the following members of the  
PH medical community for their work in the writing, review and  

development of this brochure:

Sonja Bartolome, M.D., University of Texas Southwestern  
Medical Center, Dallas 

Lorinda Chung, M.D., M.S., Stanford University Medical Center, Palo Alto, Calif. 

PHA’s mission is to extend 
and improve the lives of 
those affected by PH. 

PHA’s vision is a  
world without PH, 

empowered by hope.
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