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Abstract

a Japanese cohort.

opathic/heritable PAH (I/H-PAH).

Background: Portopulmonary hypertension (PoPH) refers to the simultaneous presentation of pulmonary arterial
and portal hypertension. However, few reports have included the characteristics and treatments for patients with
PoPH of Asian population; thus, we investigated the clinical characteristics, treatment, and survival of these patients in

Methods: Pulmonary arterial hypertension (PAH) has been included in the National Research Project on Intractable
Disease in Japan; therefore, we extracted data of patients with PoPH from the forms of newly registered cases of the
project from 2012 to 2013 (for 2 years), and updated cases of the project in 2013 (Study 1, n =36 newly registered

forms, n =46 updated forms). Additionally, for Study 2, we performed a retrospective, observational cohort study at
Chiba University Hospital (n=11). We compared the characteristics between patients with PoPH and those with idi-

Results: Both studies showed higher cardiac outputs (COs) and cardiac indexes (Cls), lower pulmonary vascular
resistance (PVR), and less treated with combination therapy in patients with PoPH than those with I/H-PAH. In Study 2,
the overall and disease-specific survival between PoPH and I/H-PAH were similar. Conversely, many patients (45%) had
to change their PAH-specific medicine because of adverse effects.

Conclusion: As seen in western countries, Japanese patients with PoPH showed higher COs and Cls, better exercise
tolerance, and lower PVRs than patients with I/H-PAH. Further studies are needed to improve PoPH treatments.

Keywords: Portopulmonary hypertension, Portal hypertension, Pulmonary arterial hypertension, PoPH

Introduction

Portopulmonary hypertension (PoPH) is a state of simul-
taneous pulmonary arterial and portal hypertension.
PoPH diagnosis requires portal hypertension (not nec-
essarily the presence of cirrhosis) and pulmonary arte-
rial hypertension (PAH). Patients with PoPH often have
high cardiac output (CO) owing to shunts and systemic
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vasodilation, and their initial PVR is not very high [1].
PVR gradually increases with disease progression. The
severities of liver disease and those of PoPH are not nec-
essarily correlated with each other [2, 3].

In the process, shear stress on the pulmonary vessels
gradually increases, resulting in endothelial proliferation
and remodeling of the pulmonary artery in PoPH. Vaso-
active substance imbalances also affect pulmonary circu-
lation owing to portosystemic shunts or defective hepatic
metabolism, resulting in pathological pulmonary vascu-
lar lesions [4—6].
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