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Emphasizing the importance of the
clinical classification for pulmonary hypertension
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Pulmonary arterial hypertension (PAH) repre-

sents a particular subgroup of patients within the

wide clinical spectrum of pulmonary hypertension

(PH) increasing population, which is characterized

by progressive elevation of pulmonary arterial pres-

sures leading to right ventricular failure and death.1

The PH nomenclature and classification deserves

always a particular section when scientists and cli-

nicians intent to review this topic, and has been re-

vised several times, most recently during the 2008

World Symposium of PH at Dana Point, California.2

I think this symposium clarified several issues in

terms of the previous misuse and misinterpretation

while using old abbreviations and nomenclature re-

garding the heterogeneous group of patients inclu-

ding under the clinical spectrum of PH. Primary

pulmonary hypertension (PPH), in our days, means

unexplained PH or, in better words, idiopathic pul-

monary arterial hypertension (IPAH). This entity

has been subject of great interest among pulmonolo-

gists, cardiologists, rheumatologists, even some gas-

troenterologists/ hepatologists, in terms of exploring

more through clinical and basic (molecular biology)

research nowadays. With the term PPH on board

before the Venice and Dana Point meetings in 2003

and 2008, respectively, the term “secondary PH”

started to growth in the clinical setting, encompas-

sing very heterogeneous group of diseases including

other intrinsic pulmonary vascular diseases similar

to PPH as well as disorders that affected the pulmo-

nary venous circulation and conditions that affected

the pulmonary circulation by altering lung paren-

chyma by anatomical and physiological means.

Thus, one of the most important facts during the

world Venice symposium was to completely elimina-

te the term PPH has had been remained during the

world PH Evian convention in 1998,3 by proposing

to abandon such nomenclature and, thus, by those

modifications on board, the PAH group or Group 1

according to the Venice revised classification inclu-

ded the following: 1) idiopathic pulmonary arterial hy-

pertension (IPAH), 2) familial pulmonary arterial

hypertension (FPAH), and 3) pulmonary arte-

rial hypertension related to risk factors or associa-

ted conditions (APAH) in which portal hypertension

has been included in the latter one. Despite the Ve-

nice modification to the PH clinical classification,

the Dana Point (2008) meeting also introduced even

more modifications (Table 1).

Based on the most updated classification of PH,

the case report recently published by Cadden et al.4 in

Annals of Hepatology represents case of PAH rela-

ted to portal hypertension with underlying chronic

hepatitis C infection; however is the author’s perso-

nal opinion that the authors of the case report misu-

se the PH nomenclature by abbreviating

portopulmonary hypertension as “PPH”. I think

that using this abbreviations can cause some confu-

sions and could be misleading, since the Dana Point

2008 classification was intended to identify sub-

group of patients that can benefit from specific novel

therapies, also in terms of including or enroll them

in current placebo, double-blind multicenter, rando-

mized controlled clinical trials while investigating

the response of certain therapies in a more homoge-

neous group of patients, and also very important, in

order to avoid miscommunication and confusion bet-

ween our patients. Nowadays, most of the articles

written in the medical literature have been adopted

specific abbreviations for portopulmonary hyperten-

sion (e.g., POPH), that could avoid confusion

among clinicians and researchers,2,5 helping to be fa-

miliar with the increasing terminology and nomen-

clature among this relatively unknown but
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important entity that has been gaining interest

among pulmonary vascular disease clinicians and

researchers.
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