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Resumo

Introdugdo: A hipertensao arterial pulmonar (HAP)
¢ uma doenga grave e progressiva potencialmente fa-
tal em poucos anos. Até a década de 90, o Gnico trata-
mento eficaz para esta entidade era o transplante pul-
monar/cardiopulmonar. Nos dltimos anos assistiu-se
ao aparecimento de novos farmacos que vieram alte-
rar o curso da doenca.

Objectivos: Caracterizacao dos doentes com HAP
observados no Centro Hospitalar de VN Gaia no pe-
riodo de 2000 a 2006. Alertar para esta entidade.
Material e métodos: Anilise retrospectiva de todos
os doentes com HAP ou doenga tromboembdlica cr6-
nica em tratamento no CHVN Gaia.
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Abstract

Introduction: Pulmonary arterial hypertension (PAH)
is a serious and progressive disease, potentially fatal in
a few years. Until the 1990s the only effective treat-
ment for this disease was pulmonary/cardiopulmo-
nary transplant. Over the last few years several drugs
have emerged that have modified the course of the
disease.

Aims: To characterise patients with PAH followed at
Centro Hospitalar de V.N.Gaia between 2000 and
2006. To raise awareness of this entity.

Material and methods: Retrospective analysis of all
patients with PAH or chronic thromboembolic pulmo-
nary hypertension (CTEPH) followed at our Hospital.
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Resultados: No referido perfiodo foram observados
11 doentes, 7 mulhetres e 4 homens, com média etatia
de 43 anos. Cinco doentes com HAP idiopatica, trés
com doenca tromboembodlica crénica, dois com HAP
associada a comunicacio interauricular e um com HAP
associada a S. CREST. Ao diagnéstico, a maioria en-
contrava-se em classe funcional NYHA /OMS II1/1V,
a pressao sistolica média da artéria pulmonar foi de
981+32mmHg e a distancia média percorrida na 6-MWT
foi de 401m. Terapcutica inicial: Trés doentes iloprost
por via inalatéria; dois treprostinil subcutaneo; trés
bosentan per os; um sildenafil per os e dois doentes fo-
ram submetidos a cirurgia. O tempo médio de follow-up
¢é de 28,11£20.3 meses. Cinco doentes melhoraram, trés
mantiveram-se estaveis, um agravou e dois faleceram.
Conclusiao: A HAP ¢ uma doenca grave que requer
uma abordagem multidisciplinar com necessidade de
terapéuticas complexas e dispendiosas. O diagnéstico
em estadios precoces ¢ essencial, de modo a permitir
uma terapéutica atempada.

Rev Port Pneumol 2007; XIII (2): 239-254

Introducéio

Results: In this period 11 patients were observed, 7
women and 4 men, with a mean age of 43 y. Five
patients had idiopathic PAH, three had CTEPH, two
had PAH associated with interauricular commu-
nication and one had PAH associated with CREST
Syndrome.

At the time of diagnosis most patients were in NYHA /
/WHO Functional Class III/IV, mean systolic pul-
monary artery pressure was 98+32mmHg and mean
distance walked in the 6-minute walk test was 401m.
Initial treatment: Three patients had inhaled ilo-
prost, two subcutaneous treprostinil, three oral
bosentan, one oral sildenafil and two patients under-
went surgery. Mean follow-up time was 28.1 months.
Five patients recovered, three are stable, one wor-
sened and two died.

Conclusions: PAH is a serious illness which requires
a multidisciplinary approach with the need for com-
plex and expensive therapies. Diagnosis in initial sta-
ges is essential for an effective treatment.
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A hipertensao pulmonar ¢ definida como
uma pressao média da artéria pulmonar
(PAPm) medida por cateterismo cardiaco
direito, superior a 25 mmHg em repouso ou
30 mmHg com o esforco’.

Ha varias formas de hipertensio pulmonar,
existindo desde 1998 uma classificacio de con-
senso para as diversas formas existentes. Esta
classificacao foi elaborada em Evian, Franca,
numa reunio internacional de consenso, tendo
sido revista em 2003, em Veneza® (Quadro I).
A HAP, uma das formas de hipertensao pul-
monar, é uma doenca progressiva e que, sem
tratamento, conduz a morte por insuficien-
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Pulmonary hypertension is defined as mean
pulmonary arterial pressure (mPAP) above
25 mmHg when resting or 30 mmHg upon
exertion as measured by introducing a cath-
eter into the right heart'.

There are several types of pulmonary hyper-
tension. Consensus on a classification for the
varying existing forms was reached in 1998
in Evian, France, at an international consen-
sus meeting, with the classification revised
in Venice in 2003* (Table I).

PAH, one form of pulmonary hypertension,
is a progressive disease which if untreated
leads to death by refractory cardiac insuffi-
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