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A Case of Pulmonary Lymphangioleiomyomatosis Associated with
Tuberous Sclerosis and Renal Angiomyolipoma

Jung Min Baik, M.D., Han Ki Hong, M.D., Young Bae Oh, M.D., Sang Moo Lee, M.D.,
Man Sil Park, M.D..# Tak Keun Yoo, M.D.,' Eun Joo Ko, M.D.,* Eun Kyung Kim, M.D.*
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Lymphangioleiomyomatosis(LAM) is rare and essentially limited to women in the reproductive ages. A 39-

year-old female was admitted due to progressive exertional dyspnea and intermittent productive cough. Chest
'PA showed marked hyperinflation of the lung associated with a diffuse reticulo-nodular pattern. High
resolution CT scan of the thorax demonstrated that diffusely scattered thin-walled cysts were distributed
throughout the bilateral lung fields. Abdominal CT scan showed variable sized multiple angiomyolipoma of both
kidney. By open lung biopsy, she was diagnosed as pulmonary LAM associated with Tuberous sclerosis and

renal Angiomyolipoma. We present the case and discuss the connection between pulmonary LAM and Tuber-

ous sclerosis.
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Fig. 1. Small dome shaped fibrous papules and scars are located on the nose and face.
( Angiomyolipoma)
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Fig. 2. Diffuse reticulo-nodular patterns were noted and the findings of hyperinflation were ac-
companied including flat diaphragmatic dome, tall and slender heart
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000mm*g ol &7}, 71 AL 2 dut
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Fig. 3. Diffusely scattered thin-walled cysts were distributed throughout the bilateral lung fields
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Fig. 4. Variable sized multiple angiomyolpoma of both kidney. (arrows)
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Fig. 5. Emphysematous spaces partially surrounded by bundles of smooth muscle and partially
lined by respiratery epithelium. (H & E 40x)
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Fig. 6. Masson-trichrome stain shows proliferation of smocth muscles. (Trichrome 200 x )
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Fig. 7. Immunohistochemical stain for progesterone receptor reveals strong positivity of smooth
L

muscle cells. (200X )
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