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Abernethy Malformation a Fresh Ray of Hope
for Patients with Diagnosis of Idiopathic
Pulmonary Artery Hypertension (iPAH)

Received: June 15, 2021; Accepted: July 06, 2021; Published: July 13, 2021

Introduction

(iPAH) is
generally considered a progressive disease with poor

Idiopathic Pulmonary Artery Hypertension

long term outcomes. But, now by diagnosing Abernathy
malformation through a focused evaluation of the patient
with iPAH, we can identify this potentially treatable cause,

& thus improve the short and long term outcomes [1].
Anatomy

Abernethy Malformation (AM) also called as Extrahepatic
Portocaval Shunt (EHPCS) is a rare anomaly of the splanchnic
venous circulation. The intestinal and splenic venous
blood bypasses the portal and hepatic venous system
to drain directly into the systemic vein via an abnormal
communication. Anatomically two types of AM have been
described, type 1: End to side anastomosis with complete
absence of intrahepatic portal vein and type 2: side to side

anastomosis with hypoplastic intrahepatic portal veins [2].

Pathophysiology

The abnormal communication results in portal blood
directly flowing into the right heart thus bypassing the
hepatic capillary system and physiologic hepatic clearance.
This loss of hepatic clearance may result in pulmonary
hypertension secondary to absence of antiangiogenic
factors, endostatin and angiostatin which are involved in

normal pulmonary vascular integrity [3].

Our Experience

We run a dedicated pulmonary hypertension clinic. All
patients referred for evaluation of PAH undergo a battery
of investigations including an ultrasound of the abdomen
with portal Venous Doppler (VSG). Patients suspected
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to have EHPCS on USG underwent CT angiogram of the
abdomen with portal venous phase to confirm the same
and to classify the lesion. Consenting patients underwent
cardiac catheterization followed by closure of the type
2 EHPCS if feasible, either by device or surgery based on
anatomy and result of balloon occlusion test. We have done
a retrospective analysis of data of EHPCS and PAH. Results

are summarized in flow charts below (Figure 1).

EHPVC is an important and treatable cause of pulmonary
hypertension. Multiple case series including our series have
demonstrated that closure of EHPCS can result in decrease

of pulmonary artery pressures [3-7].
Conclusion

Congenital Porto systemic malformations form animportant
and potentially treatable cause of pulmonary hypertension,
should be investigated in every case of iPAH (as labeled
otherwise). USG abdomen with portal Doppler is the
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screening test. Further detailed evaluation by CT angiogram
and cardiac catheterization with balloon occlusion test

early in the disease process can result in reduction of the

PA pressure and pulmonary vascular resistance in selected
has been advocated to accurately assess the presence of patients.

intrahepatic portal radicals. Closure of the malformation
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