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Body: Objective To study the clinical features of pulmonary hypertension (PH) complicating pulmonary
langerhans' cell histiocytosis (PLCH). Methods Medical records of 11 PLCH patients were reviewed from
June 2006 to June 2011. Results 4 of the 11 PLCH patients presented PH with more severe clinical
presentations. The major symptoms were laboring dyspnea and diminished exercise capacity (NYHA
functional class IIIor IV), which were complicated with the sigh of right heart failure. The cystic change and
pulmonary artery / main artery > 1 were predominate on chest high-resolution computed tomography. Right
heart enlargement was also found. As to pulmonary function presentation, the patients displayed severe
carbon monoxide diffusing capacity impairment and significant hypoxemia. The pulmonary artery systolic
pressure were highly increased. Besides the typical histopathological features presented, involvement of
both arteries and veins was also observed. Oxygen and symptomatic therapy were essential in the part of
clinical treatment. 3 of the 4 PLCH-PH received corticosteroids or chemotherapeutic agents, but the effect
was not ideal. Only one case of PLCH-PH have a stable condition. Conclusion Pulmonary hypertension is a
common complication of PLCH and seems to predict a poor prognosis. It is necessary to derive an early
diagnosis and prevention.
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