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Introduction
Idiopathic Pulmonary Arterial Hypertension (IPAH) is a rare 
medical condition with considerable morbidity and mortality. 
Over the last 15 years, medical therapy has been shown to 
improve outcomes, including survival, functional status and 
quality of life. Intravenous Epoprostenol is a treatment initiated 
when a patient’s response to oral therapy is inadequate, usually 
before consideration of lung transplantation. 

Commencement, preparation and use of intravenous Epoprostenol 
presents a series of challenges in addition to the overall management of 
a life-long disease. Commitment to self-care, self-awareness and frequent 
multi-system assessments are essential. Despite these advances, patients 
with IPAH continue to have considerable multifaceted morbidity, and 
early mortality.

Method/results
TD was diagnosed with IPAH in 1995 at the age of six, presenting with 
symptoms of syncope, dizziness and shortness of breath, compounded  
by a past history of epilepsy.

At that time there were no effective therapies available in Australia, and  
the median life expectancy for affected children was less than one year  
from diagnosis. After a medical workup, she was commenced on a calcium 
channel blocker, Diltiazem with an initially good result, but several years  
later developed symptoms of right heart failure. 

In early 2001, Bosentan, an endothelin receptor antagonist became available  
in Australia and was initiated. TD improved somewhat but remain highly 
symptomatic. Her functional status was markedly limited and she required 
frequent and lengthy hospitalisation, with an inability to undertake normal 
activities of daily living. Shortly afterward, she was referred for consideration  
of lung transplantation in an adult centre. At the same time, she was initiated 
on long-term intravenous Epoprostenol as a bridge to transplantation via 
Peripherally Inserted Central Catheter (PICC).

Within a period of months, there was a sustained and remarkable 
improvement in TD’s symptoms. There were no further syncopal 
episodes, her exercise tolerance increased, her right heart failure 
resolved, and she was able to return to school. Soon after, TD was 
removed from the transplant list. 

Physically and mentally fatigued, TD shared the burden of her health care  
with her mother and extended family. Intensive training was provided to  
TD’s mother, to enable her to look after every element of her care, 
particularly preparation of the unstable medication and the intricate skills 
needed to care for PICC lines, and later on more permanent central venous 
catheters; a Hickman line. At an appropriate time, these skills were eventually 
passed on to TD to manage. 

In the intervening years, due to infection or malfunction, TD has been 
required to have six changes of Hickman catheter and eight other PICC  
lines to enable continued and safe delivery of medication. Preparation, 
management and sick days for appointments with many members of a  
large multidisciplinary team did not hinder TD’s strong work ethic or goals. 
Her past experiences provide her insight and allow her a strong appreciation 
for her work.

Factoring in new approaches to daily life ensured that quality of life was  
not lost. This was achieved by combining the essentials of medicine with an 
attitude of ‘anything is possible’. Although not symptom free, 22 years on,  
TD now faces the challenges of her disease, and the side-effects of her 
medication, in such a way that she exceeds the expectations of a patient  
with IPAH. Motivated by strong-willed family members, TD was able to  
begin her journey through high school, beginning halfway through Year 7. 
High school fostered TD’s journey by engaging her in school leadership 
activities, providing her with a good support network and teamwork skills  
to establish resilience and dedication. 

Conclusion
Using these skills, TD has effectively overcome these adversities  
and accomplished academic achievements as a Clinical Nurse 
Specialist and Clinical Research Nurse in a paediatric specialty.  
TD’s persistence and attention to detail in caring for herself has 
enabled her to achieve her passion for travel. This has culminated  
in her having explored over 20 countries during her travels, 
including a three-month visit to Northern Europe. 

While health care providers are essential for adequate health 
management, family support and friendships are imperative to 
enable patients to adequately manage IPAH, co-morbidities and the 
variable side effects of IV Epoprostenol and other oral medications. 
The commencement of intravenous Epoprostenol, combined with 
appropriate self-care and attention to detail has allowed TD to lead 
a busy, fulfilled and independent life over many years. 

Top left: TD in 1998 after receiving her Make-a-Wish; Top right: one month’s medication and supplies ready 
for travel; Centre left: travels to Stonehenge – England; Centre right: travels to the The Lennon Wall, Prague,  
Czech Republic. Centre bottom: Norway Fjords
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