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Background: In the current era of treatment of pulmonary hypertension (PH) in Japan, combination therapy has
been frequently used thanks to the medical insurance system. Additionally, pulmonary balloon angioplasty
(BPA) is widely performed for chronic thromboembolic PH (CTEPH).

Methods: To elucidate the long-term prognosis and the prognostic factors among all five subtypes of PH in this
new era, we examined the current status of management of PH from November 2012 to April 2016 in the mul-
ticenter registry by the Japanese Pulmonary Circulation Society.

Results: Among 1253 consecutive patients registered from 20 PH centers in Japan, we analyzed 997 patients with
mean pulmonary arterial pressure > 25 mmHg by right heart catheterization. Transplant-free survival at 5 years
in pulmonary arterial hypertension (PAH), PH due to left-heart disease, PH due to lung diseases, CTEPH, and mis-
cellaneous PH were 74.0, 69.3, 63.7, 92.0, and 55.3%, respectively. Of note, 32% of PAH patients were treated with
double combination therapy and 42% of those with triple combination therapy, and 66% of CTEPH patients with
BPA. Although PAH patients with triple combination therapy had worse hemodynamic parameters than those
with other medications, triple combination therapy showed the best prognosis. BPA in CTEPH improved survival
even when adjusted for the key background factors.

Conclusions: In the current era of PH treatment in Japan, the five-year transplant-free survival rate in this study
was 74% for PAH and 92% for CTEPH, in which active combination medical therapy for PAH and higher perfor-
mance rate of BPA for CTEPH may be involved.
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1. Introduction In the past two decades, the disease-targeted medical therapy, orig-

inally for PAH, for major three pathways have been developed, includ-

Pulmonary hypertension (PH) is a disease characterized by elevated
pulmonary arterial pressure and finally leads to right heart failure and
premature death [1]. PH is classified into five subgroups, including
group 1, pulmonary arterial hypertension (PAH), group 2, PH associated
with left-heart disease (PH-LHD), group 3, PH associated with lung dis-
ease (PH-lung), group 4, chronic thromboembolic pulmonary hyperten-
sion (CTEPH), and group 5, miscellaneous PH (PH-misc) [2].
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ing prostacyclin, endothelin-1, and nitric oxide [3]. Despite the
progress in the treatment, the prognostic information on all the five
subgroups of PH in the same population still lacks due to the rarity of
the disease [4-6]. Furthermore, the details of patients' characteristics
and status of PAH-targeted drugs in all five groups remain to be exam-
ined in the modern era. In Japan, the triple combination therapy has
been frequently used for PAH thanks to the national medical insurance
system that allows the insured to secure medical expenses that are too
expensive to prepare on their own. Additionally, pulmonary balloon an-
gioplasty (BPA) is nation-widely performed for CTEPH.

In the present study, we thus conducted a multicenter, observational
registry study by the Japanese Pulmonary Circulation Society to

67

Downloaded for Anonymous User (n/a) at International University of Health and Welfare - Narita Campus from ClinicalKey.jp by Elsevier on December 24, 2020.
For personal use only. No other uses without permission. Copyright ©2020. Elsevier Inc. All rights reserved.


http://crossmark.crossref.org/dialog/?doi=10.1016/j.ijcard.2019.11.139&domain=pdf
https://doi.org/10.1016/j.ijcard.2019.11.139
mailto:shimo@cardio.med.tohoku.ac.jp
Journal%20logo
https://doi.org/10.1016/j.ijcard.2019.11.139
http://www.sciencedirect.com/science/journal/01675273
www.elsevier.com/locate/ijcard

68





