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Pulmonary Lymphangioleiomyomatosis and Micronodular
Pneumocyte Hyperplasia associated with Tuberous Sclerosis

Gou Young Kim, Juhie Lee, Yong-Koo Park, Youn Wha Kim, Jae Hoon Park

Department of Pathology, College of Medicine, Kyung Hee University, Seoul, Korea

Lymphangioleiomyomatosis (LAM) is characterized by a hamartomatous proliferation of
smooth muscle cells in the lung, mediastium, and abdomen. In the lung, an abnormal prolif-
eration of smooth muscle is seen along the airways, blood vessels, and lymphatics, resulting
in honeycombing of the lung. It occurs in 0.1-1% of tuberous sclerosis (TSC) patients.
Micronodular pneumocyte hyperplasia (MNPH) is a rare but distinctive pulmonary manifesta-
tion of TSC, and appears to be a hamartomatous proliferation of the type Il pneumocytes.
We report a case of pulmonary LAM and MNPH associated with TSC and bilateral renal
angiomyolipoma in a 26-year-old woman. Immunohistochemically, the spindle cells of LAM
were positive for HMB-45, but the type Il pneumocytes of MNPH were negative.
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Fig. 1. Chest high resolution computerized tomography shows Fig. 2. Abdominal computerized tomography shows bilateral
the diffusely scattered thin walled air cysts and multifocal nodu- angiomyolipoma (arrow) of the kidneys.
larity throughout the both lung fields.

Fig. 3. (A) Microscopic finding of the lung specimen shows a diffuse thickening of the alveolar septae by fibrosis and mild proliferation of
the spindle cells, hemosiderin-laden macrophages and inflammatory cells. (B) Immunohistochemical staining shows that the spindle cells
are positive for HMB-45.
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Fig. 4. Microscopic finding of the lung specimen shows micronodular proliferation of type Il pneumocytes along the slightly thickened

alveolar septa.
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Artell M 2AAAYA ENEZA 0] AHS 4]
St W EZAXEE mixed cytokeratinn EMA, BER-EP4, sur-
factant apoprotein A%} Bol] %A, 118]3 HMB-45, | AEZ
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