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Footnotes
1. A few large centers initiate epoprostenol therapy in an outpatient 

setting; patients stay at local facilities that are provided for by the 
medical center.

2. These include Hickman and Groshong catheters. In some patients 
it may be appropriate to start with an antecubital PICC line.
Epoprostenol should not be infused through a Mediport—this is not 
an appropriate catheter for continuous infusions, only for intermittent
infusions, ie, antibiotics, chemotherapy.

3. Rarely, patients may not tolerate this and the dose may have to be
decreased to 1 ng/kg/min.

4. Rarely, patients may not tolerate this and dosage may have to be
increased at a slower rate. Other, sicker patients may warrant more
aggressive titration, ie, 2-3 ng/kg/min dose increases daily.

5. Rarely, patients may not tolerate this and dosage may have to be 
increased at a slower rate. Other, sicker patients may warrant more
aggressive titration, ie, 2-4 ng/kg/min dose increases weekly.

6. The policy regarding listing for transplantation and moving to inactive
list varies substantially at different centers. 

Hospital Admission
• Telemetry bed1

• Baseline CBC
• Placement of central 

venous catheter2

• Start epoprostenol at 
2 ng/kg/min3

• Daily increase by 
1 ng/kg/min in hospital4

• Daily teaching by 
qualified individuals

Discharge
• Aim for dose of 

3-6 ng/kg/min
• Initiate warfarin therapy,

if no contraindication
• Schedule home-health

visit for following day

Common Side Effects
a. Jaw pain
b. Diarrhea
c. Nausea: usually worse with dose increase, persists in

some patients
d. Headache: usually worse with dose increase
e. Thrombocytopenia: unclear if related to disease process

or epoprostenol 
f. Musculoskeletal pain: may substantially limit activity 
g. Palmar erythema, diffuse erythematous rash: 

suggests overdosing

Treatment Options
a. No specific treatment, if severe consider decreasing 

dose
b. Almost always controlled with loperamide, rarely 

need diphenoxylate/atropine (Lomotil)
c. Decrease dose if possible or increase at slower rate 

if in early phase; Rx cautiously with antiemetics, 
consider right heart failure as cause

d. Rx with conventional headache medications (avoid 
NSAIDs, ASA for regular use)

e. No specific treatment, consider other disorders if 
severe, ie, myeloma, lupus

f. Consider Rx with COX-2 inhibitors, amitriptyline, 
gabapentin, rarely narcotics; dose decrease may help

g. Consider repeat catheterization to assess for high 
output state; if present, decrease dose, otherwise, 
no specific Rx

Miscellaneous
• Once started, 

epoprostenol should 
never be discon-
tinued for any reason

• Patients should be given 
written statement
describing basic points 
about epoprostenol

• If central catheter is 
removed, epoprostenol 
can be infused through 
peripheral line for several 
hours

• Emergency numbers for 
prescribing physician and 
epoprostenol provider 
should be carried by 
patients at all times

• Patients should carry 
back-up pump and 
supplies at all times

Initial Outpatient
Management

• Weekly dose increase 
by 1-2 ng/k/min5

• Weekly f/u by phone
• Return to clinic in 

~1 month
• Suture removal from

catheter

Long-term Outpatient
Management

• Return to clinic every 
3-6 months

• Assessment of 
clinical/cardiac function
at regular intervals

• Regular f/u by phone
(weekly-monthly)

• Assess need for
change in 
epoprostenol dose at 
regular intervals

• Decide whether to 
continue with listing for
transplantation6

Prehospital Education
-Facts about disease 
-Benefits/side effects of
epoprostenol

-Consider preadmission
counseling 


