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Abstract

Pulmonary Hypertension (PH), characterized 
by a mean pulmonary artery pressure (mPAP) 
exceeding 20 mmHg, is a life-threatening condition 
that may be misdiagnosed in the postpartum 
period due to its clinical overlap with peripartum 
cardiomyopathy and pulmonary embolism. PH 
poses a particularly high risk of maternal mortality 
during the puerperium.

We describe a 28-year-old woman, two 
months postpartum, who presented in World 
Health Organization (WHO) functional class 
IV with profound right heart failure, severe 
hypoxia, hypotension, and anasarca. She was 
ultimately diagnosed with idiopathic pulmonary 
hypertension.

In the postpartum period, right ventricular 
failure remains the primary cause of mortality in 
women with pulmonary hypertension. Early and 

accurate diagnosis is crucial to improving maternal 
outcomes. Although all classes of PH-targeted 
therapies are deemed safe for use after delivery, 
financial constraints often limit access. In addition, 
treatment should be carefully tailored and 
managed by a multidisciplinary team to ensure 
optimal care.

A high index of suspicion and prompt recognition 
of PH are vital for effective management and 
counseling regarding future pregnancies. To 
ensure access to appropriate care, governments 
should consider providing comprehensive 
insurance coverage for women affected by this 
high-risk condition.
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Introduction
Pulmonary arterial Hypertension (PH) is defined 
as an elevated mean Pulmonary Artery Pressure 
(mPAP) of greater than 20mmHg. It is usually 
accompanied with a Pulmonary Arterial Wedge 
Pressure (PAWP) of ≤15mmHg and Pulmonary 
Vascular Resistance (PVR) of >2 Wood Units (WU). 
It has an extremely high risk of maternal mortality 
or severe morbidity thus making pregnancy 
an absolute contraindication in those with the 
condition (1,2). Maternal mortality ranges between 
30 and 50% depending on cause of the PH with the 
major causes of death being right ventricle failure, 
cardiac arrest, pulmonary hypertension crisis, 
preeclampsia, and sepsis (3). 

PH causes pulmonary vascular remodeling 
which further worsens the pulmonary vascular 
resistance. Patients with PH are thus not able to 
accommodate the increases in blood volume 

and cardiac output that occurs in pregnancy and 
puerperium, ultimately resulting in impaired 
right ventricular function and ultimately failure. 
The right ventricular dysfunction and elevation in 
pulmonary vascular resistance leads to a reduction 
in left ventricular filling which ultimately results 
in a reduction in cardiac output, hypotension and 
eventually death (4).

Case report
We present a case of EA, a 28-year-old lady who was 
admitted with severe dyspnea and restlessness. 
She had anasarca, hypoxia, hypotension, moderate 
pallor but normal urine output. She reported that 
the symptoms had worsened over the last one 
week and she had been admitted at the district 
hospital for 5 days. She was para 2+0, and was 2 
months into puerperium. She delivered at the 
local district hospital and was discharged after an 
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uneventful delivery. Four days after admission she 
developed difficulty in breathing and was taken 
back to the hospital from where she was referred 
to the county hospital for ICU and specialty care. 
She stopped breast feeding during this time. She 
was later referred to the regional hospital from 
where no conclusive diagnosis was made as an 
echocardiogram was requested but never done. 
She had been on management for pulmonary 
embolism with a differential diagnosis of post-
partum cardiomyopathy.

Her sister reported that she had been a healthy 
girl who was active physically. After her first delivery, 
she also developed some mild shortness of breath 
but this improved with time. A diagnosis was never 
made. She was never on any contraceptives. She 
never drank alcohol nor smoked cigarettes. She 
neither had HIV nor any known chronic illness or 
allergy. 

Her full haemogram was only significant for 
anaemia of 8g/dl. D-dimer was elevated at 8863, 
and the lower limb doppler was negative for DVT. 
Her echocardiogram showed a small left ventricular 
cavity with normal cardiac output while the RV 
was severely dilated with reduced function (TAPSE 
of 1.32), with PVSP estimated at 90mmHg. There 
was pericardial and pleural effusion, with ascites. 
The pulmonary trunk was dilated and larger than 
the aorta but no clots were visualized within it 
nor within the branches. No congenital heart 
defect was identified on echocardiography. A CT 
pulmonary angiogram was advised but couldn’t 
be done due to financial limitations. Renal and liver 
functions were normal.

The patient showed very modest improvements 
with sildenafil, heparin and diuretics, with oxygen 
saturations, blood pressure and anasarca improving 
slightly. She reported that her condition worsened 
with rivaroxaban previously. She couldn’t procure 
bosentan. She declined rivaroxaban (due to 
previous failure to improve symptoms), and 
neither wanted oxygen administration nor HDU or 
ICU stay. After 4 days her condition deteriorated, 
she went into a coma and later succumbed.

Discussion
This patient may have experienced worsening 
Pulmonary Hypertension (PH) due to an 
undiagnosed Pulmonary Embolism (PE), a plausible 
scenario given the heightened hypercoagulable 
state of the puerperium. Unfortunately, the 
absence of a CT pulmonary angiogram and lack of 

post-mortem examination leaves the exact cause 
unconfirmed. It is also possible that she developed 
de novo postpartum pulmonary hypertension, or 
that PE occurred as a complication of pre-existing 
or undiagnosed PH.

Several features placed this patient in a high-risk 
category: signs of right heart failure, rapid symptom 
progression postpartum, WHO functional class IV 
status, a severely limited six-minute walk distance 
(likely <165 meters), and echocardiographic 
findings indicating significant right ventricular 
dysfunction and elevated pulmonary pressures 
(1,5).

In the postpartum period, right ventricular failure 
remains the leading cause of mortality in women 
with PH. Strict fluid balance is critical, as volume 
overload can precipitate acute decompensation. 
All classes of PH-targeted therapies—including 
endothelin receptor antagonists such as bosentan, 
which are contraindicated during pregnancy due 
to teratogenicity—can be safely used postpartum. 
Calcium channel blockers (e.g., amlodipine) are 
beneficial in a subset of patients with vasoreactive 
PH. In cases of refractory shock, inotropic agents 
like dobutamine, with or without epinephrine, 
may be used to support cardiac function. However, 
diuretics must be administered judiciously to avoid 
worsening cardiac output or increasing pulmonary 
vascular resistance (6).

When medical therapy fails to stabilize the 
patient, mechanical circulatory support should 
be considered. Options include Intra-Aortic 
Balloon Pump (IABP), Right Ventricular Assist 
Devices (RVAD), and Extracorporeal Membrane 
Oxygenation (ECMO). In this case, ECMO might have 
provided both respiratory and circulatory support, 
particularly given the patient’s profound hypoxia 
(7). Atrial septostomy may also be employed to 
reduce right ventricular pressure and improve left 
ventricular filling, though it carries the trade-off of 
exacerbating systemic hypoxia. In select cases, lung 
transplantation can be a definitive treatment, with 
atrial septostomy serving as a bridge to transplant. 
However, access to transplant programs and donor 
organs remains limited (8).

Conclusion
Pulmonary hypertension, whether pre-existing or 
emerging postpartum, carries an unacceptably 
high risk of maternal mortality. Early recognition 
and timely intervention are essential not only for 
improving survival but also for informing women 
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about future reproductive risks. Governments and 
health systems must prioritize comprehensive 
insurance coverage to ensure timely diagnosis, 
optimal treatment, and continuous follow-up. 
Moreover, ongoing clinician education and the 
establishment of multidisciplinary PH management 
teams at regional centers are critical to improving 
outcomes for these vulnerable patients.

Acknowledgements
I would like to express my gratitude to the 
management and staff of Haven Hospital Bondo 
for their exceptional teamwork in caring for the 
patient. Most importantly, we extend our sincere 
thanks to the patient’s sister for placing her 
trust in us and consenting to have her condition 
documented as a case report.

References
1.	 Humbert M, Kovacs G, Hoeper M, Badagliacca 

R, Berger R, et al. 2022 ESC/ERS Guidelines for 
the diagnosis and treatment of pulmonary 
hypertension: Developed by the task 
force for the diagnosis and treatment of 
pulmonary hypertension of the European 
Society of Cardiology (ESC) and the European 
Respiratory Society (ERS). Eur Heart J. 2022; 
43:ehac237. doi:10.1093/eurheartj/ehac237.

2.	 Regitz-Zagrosek V, Roos-Hesselink JW, 
Bauersachs J, Blomström-Lundqvist C, 
Cífková R, et al. 2018 ESC guidelines for the 
management of cardiovascular diseases 
during pregnancy. Eur Heart J. 2018; 39:3165–
3241. doi:10.1093/eurheartj/ehy340.

3.	 Low TT, Guron N, Ducas R, Yamamura 
K, Charla P, et al. Pulmonary arterial 
hypertension in pregnancy—a systematic 
review of outcomes in the modern era. 
Pulm Circ. 2021;11:20458940211013671. 
doi:10.1177/20458940211013671.

4.	 Luo J, Shi H, Xu L, Su W, Li J. Pregnancy 
outcomes in patients with pulmonary 
arterial hypertension: A retrospective study. 
Medicine (Baltimore). 2020; 99(23):e20285. 
doi:10.1097/MD.0000000000020285.

5.	 Mubasher M, Hanafi A, Syed T, Zinal A, 
Abubeker IY, et al. Postpartum pulmonary 
hypertension masquerading as submassive 
pulmonary embolism: A case report and a 
literature review. Case Rep Pulmonol. 2020; 
2020:8899562. doi:10.1155/2020/8899562.

6.	 Barańska-Pawełczak K, Jacheć W, 
Wojciechowska C. Pregnancy in patients 
with pulmonary arterial hypertension in 
light of new ESC guidelines on pulmonary 
hypertension. Int J Environ Res Public 
Health. 2023; 20(5):4625. doi:10.3390/
ijerph20054625.

7.	 Anjum H, Surani S. Pulmonary hypertension 
in pregnancy: A review. Medicina. 2021; 
57:259. doi:10.3390/medicina57030259.

8.	 Svetlichnaya J, Janmohammed M, De Marco T. 
Special situations in pulmonary hypertension: 
Pregnancy and right ventricular failure. 
Cardiol Clin. 2016; 34:473–487. doi:10.1016/j.
ccl.2016.04.007.


	_Hlk231310316
	_Hlk179212905
	_GoBack
	_Hlk231310837
	_GoBack
	_Hlk211618484
	_GoBack
	_GoBack

