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Session Description 

Changes in therapy are usually considered when there is further deterioration, therapeutic goals are not 

met or when medications are causing difficult side effects. Changes are also sometimes considered for 

other reasons such as a desire to change how medications are taken, to take fewer doses per day or when 

a medication that is perceived to be more effective comes along. We will discuss patient goals, 

preferences, and possible limitations that are included in the selection of which therapy is ordered for PH 

patients. Tips for initiating conversations with the PH Care Team as well as knowing which questions to 

ask to ensure that patients are making the most informed decision will also be covered. In situations 

where changes in therapy are considered, we will discuss ways in which this may be accomplished and 

the monitoring that is required before and after the changes are made.  

 
Learning Objectives 
Attendees will be able to: 
 
 Know when to consider changing therapy 

 Clinical worsening: 
o Patients with PH are closely monitored by their PH Care Teams. Most patients will 

routinely undergo six-minute walk tests, echocardiograms, lab testing (e.g. BNP), etc. 
to monitor continued progress in conjunction with office visits as scheduled.  

o Caring for a PH patient is like putting together a multipiece jigsaw puzzle. Care teams 
often rely on patient’s reports of symptoms (better, worse, or no change); examining 
the patient for signs of progressing right heart dysfunction (e.g. shortness of breath at 
rest or with exertion, swelling of the legs or abdomen, distention of the neck veins, 
increased heart rate, lower oxygen saturations, dizziness or fainting with exertion, etc.); 
and comparing results of previous six-minute walk tests, echocardiograms, labs, etc. to 
determine if the patient is experiencing clinical worsening.  

o Unfortunately, most patients do not present like a medical textbook; this means that 
many PH patients sometimes have other health problems that can also be responsible 
for their decline. For this reason, your PH care team may recommend that patients 
follow up with primary care providers and other specialists regularly or as 
recommended.  

 Stabilization or slight improvement with a failure to reach therapeutic goals: 
o Patients frequently report anxiousness about starting new medications. Will the 

medication be the “right fit”? When should the patient expect to feel better? Will the 
side effects be tolerable? Will the patient remember to take it as scheduled?  

o A patient seemingly may tolerate a new medication and be 100% compliant with taking 
the medication; however, his/her PH provider may not be adequately satisfied with the 
improvement to the patient’s condition. This is often when patients and providers have 
conversations about their goals of treatment and the next best course of action. 

 Intolerable side effects: 
o It’s not uncommon for patients to report difficult side effects from PAH medications. 

Some common reports are: headaches, nausea, diarrhea, vomiting, lightheadedness, 
jaw pain, flushing, acid reflux…the list goes on!  

o Your PH care team may recommend strategies or medications to combat, or decrease, 
the severity of these symptoms. Some work for patients, while others do not. If the 
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patient and team have made efforts to reduce side effects but they are unsuccessful, it 
may be time to re-evaluate the course of action. 

o Another major issue health care providers face is the delivery of these medications, 
specifically prostacyclins. Patients on continuous infusions that are given intravenously 
(through a line) or subcutaneously (through the skin) are at risk for infection (this risk 
may be higher if the patient is immunocompromised). Interruption of this delivery can 
also be quite dangerous and may require that the patient come to the hospital if they 
are having a pump issue or suspect an infection. Some patients report feeling stressed 
with these impending concerns and this can sometimes be a barrier in treating them 
with prostacyclin therapy.  

 
 Describe information and tests that may be conducted prior to changing therapy 

 Symptoms 

 Functional class 

 Laboratory tests: BNP or NT-proBNP 

 Six-minute walk distance 

 Echocardiogram or cardiac MRI 

 Possibly a right heart catheterization 
 
 Know what to ask before changing therapy 

 Side effects: 
o It is important to review side effect profiles for the medications you are taking.  
o Write down any questions you may have and discuss these questions with your PH 

team to review strategies for side effect management. Just because a side effect is 
reported does not necessarily mean that it will be a problem for you.  

o Devise a plan to stay in close contact with your PH team once you have started a 
medication; utilize the nurse educators from the specialty pharmacies or PH 
pharmacists as well. They are wonderful resources to you! 

 Required monitoring (LFTs, pregnancy tests, other labs): 
o Your PH team will review testing that is required for the new therapy, as well as 

additional testing that may be done at scheduled intervals to monitor response to 
treatment.  

o Several PH medications carry the risk of causing birth defects (e.g. Tracleer®, Letairis®, 
Opsumit®, and Adempas®).  

o Pregnancy should be avoided in patients with PH in any case; but women of 
childbearing potential should discuss these risks with their team, have a contraception 
management plan in place, obtain monthly pregnancy tests, and notify their PH team 
immediately if there is a possibility of pregnancy.  

o One endothelin receptor antagonists (Tracleer®) requires monthly monitoring of liver 
function studies and blood counts; if there are changes to the lab values that could be 
attributed to the medication, it may require more frequent blood testing or stopping 
the medication. Your PH team is well equipped to evaluate the situation and help you 
make the right decision. Your PH team may recommend a liver function test if you are 
taking another endothelin receptor antagonist 

 Route of delivery: 
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o Infection is a risk that many patients on intravenous or subcutaneous prostacyclins 

face when they are on these therapies. It is important to maintain sterile techniques 
and have a clean work area when preparing medications. Despite the best intentions, 
some patients experience several complications when it comes to maintaining their 
infusion. It is important to have conversations with the PH care team about strategies 
in reducing risks for infection. 

o Some patients may not be able to tolerate an infusion for reasons mentioned above. 
Patients may have discussions about inhaled or oral therapies that may be an option 
for them.  

 There are several therapies now available for PAH, but it is important to talk to your PH care 
team about which therapies may be the best fit for you. Your PH care team can sit down with 
you to review your medical history and current medications to determine if the medication 
might be beneficial to you. 

 
 Identify potential changes: 

 Switching therapy:  
o This means stopping one therapy and starting another. This is especially important of 

patients are intolerant of meds. If there is no urgency, it makes sense to add on the 
new medication and trying to wean the old one once the new medication has had 
time to work.  

 Add-on therapy:  
o Continuing current therapy, but adding a second or third medication. This is the most 

common alteration to therapy as many of the studies have been designed this way. 
Even when patients are deteriorating on a given therapy, it is possible that they would 
have deteriorated faster without the medication, so there is reluctance to stop 
therapies.  

 Changing route of delivery (same medication or not): 
o This is relevant to prostacyclins where multiple routes are available. IV and 

subcutaneous therapies are considered most potent, so patients with more severe 
disease on the inhaled or oral med may be switched to IV or SQ, or vice versa if 
they’ve improved substantially and no longer want infusions.  

 
 Identify what to monitor after changes are made: 

 Dose-titration monitoring (if required) 

 Early follow-up (1-6 weeks depending on medication) 

 Testing – what types of tests (same as those done prior to switch)  
o Early testing: symptoms, functional class and walk distance 
o Later (3-12 months): echocardiogram and possibly catheterization 

 
 Take away messages 

 Changing therapy can be an important part of optimizing your overall treatment plan. This can 
usually be accomplished safely, but it requires an organized and careful plan. 

 
For reference and additional resources on approved therapies: 

 www.phassociation.org/Treatments 

http://www.phassociation.org/Treatments

