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[Abstract] Objective To discuss the clinical manifestations, radiological and pathological features, diagnos-
tic and therapeutic methods of pulmonary lymphangioleiomyomatosis (PLAM), and to improve diagnostic and thera-
peutic levels of PLAM. Methods Clinical data of 5 cases with PLAM was analyzed retrospectively and the relevant
literature was reviewed. Results Five patients suffered from PLAM were the women in their reproductive aged,
from 22 years to 49 years (mean 36.3 years). The major manifestation include exertional dyspnea, hemoptysis, recur-
rent spontaneous pneumothorax and chylothorax. One case was found to be complicated with renal angiomyolipoma.
High-resolution computerized tomography (HRCT) findings of PLAM were certain characteristics: bilateral diffuse
thin walled cystic airspaces change. Pulmonary function test showed obstructive or compound ventilative defect and
hypoxemia. Four patients were pathologically confirmed. An end-stage patient underwent a single left lung transplanta-
tion. After transplantation, the lung function significantly improved. She underwent right pneumonectomy 4 years lat-
er for contralateral lung over-expansion. One end-stage patient were treated with anti-estrogen and other conservative
treatment, in remission. One end-stage patient gave up further treatment, five months later died of respiratory failure.
One case whose major manifestation was recurrent spontaneous pneumothorax underwent pulmonary bullectomy, 2
years-follow-up result was satisfactory. One case showed pneumothorax first attack underwent pulmonary bullectomy,
postoperative recovery. Conclusion PLAM is a rare lung cystic lesions, chest HRCT findings are certain characteris-
tics, and pathology is the gold standard for diagnosis. There is no effective medical therapy for PLAM at present, lung
transplantation is the most effective way to treat the end-stage patients.
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