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A Case of Lymphangioleiomyomatosis in Lung
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— Abstract —

Lymphangioleiomyomatosis (LAM) is a rare, cystic lung disease that is associated with
mutation in the tuberous sclerosis genes, renal angiomyolipomas, lymphatic spread and a
remarkable female gender predilection. The pathology of LAM 1is represented by the
proliferation of immature smooth muscle cells in the walls of airways, and venules and
lymphatic vessels in the lung. The clinical course of LAM is characterized by progressive
dyspnea on exertion, recurrent pneumothorax and collections of chylous fluid. The diagnosis
of pulmonary LAM can be made on chest X-ray, a high-resolution CT scan and lung biopsy.
We experienced a case of pulmonary lymphangioleiomyomatosis in a 28-years-old female
patient who had suffered from progressive dyspnea on exertion, so we report on it along

with a brief review of the relevant literature.
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Fig. 1. The chest X-ray. Fine reticulonodular
infiltration at both lung fields, and this is
more prominent at the left side, suggesting
an interstitial lung disease process.
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Fig. 3. Histopathology of the lymphangioleiomyomatosis. (A) The low-power (original magnification x16)
view showing a cystic space lined by a thickened interstitium. (B) Thehigh-power(original
magnification x400)viewofthepulmonaryinterstitiumshowingaproliferationofsmoothmusclecells.
Afewhemosiderin-ladenmacrophagescanbeseenintheadjacentairspace. (C) Immunohistochemical staining
of the specimens (original magnification x400) for human melanoma, black-45 (HMB-45) and (D)
smooth muscle actin showing the unique phenotype of the lymphangioleiomyomatosis cells.
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