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A Case of Pulmonary Lymphangioleiomyomatosis Developed in
Tuberous Sclerosis with Renal Angiomyolipoma

Myung Im Kim, M.D., Hong Mo Kang, M.D., Ho Jong Lee, M.D,,
Yong Ho Koh, M.D., Yongseon Cho, M.D., Jee Hong Yoo, M.D.

Department of Internal Medicine, School of Medicine,
Kyung Hee University, Seoul, Korea

Tuberous sclerosis is a rare hereditary anomaly of variable penetrance characterized by mental retar-
dation, epilepsy, and adenoma sebaceum. Pulmonary involvement is uncommon, but, when involved by
tuberous sclerosis, it shows characteristic reticulonodular infiltration and cystic changes.
Lymphangioleiomyomatosis is a rare disease of unknown cause that affects women of reproductive
age. It is characterized by progressive proliferation of smooth muscle in the lung. We experienced one
case of pulmonary lymphangioleiomyomatosis associated with tuberous sclerosis in a 26-year-old fe-

male patient. This case is reported with a brief review of the literature. (Tuberculosis and Respiratory Dis-
eases 2000, 48 : 788-793)
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Fig. 1A. Chest radiograph shows right-sided
pneumothorax and mediastinal shift-
ing to left.
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Fig. 1B. Chest radiograph after insertion of the
chest tube shows the diffuse reticulo-
nodular densities in the both lower lung
fields.

Fig. 2. Chest high resolution CT shows the dif-
fusely scattered thin-walled air cyst on
entire lung fields.
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Fig. 3. Abdominal CT shows bilateral angio-
myolipoma in both kidneys.

Fig. 4A. Microscopic finding of the lung speci-
men shows a diffuse thickening of the
alveolar septae by fibrosis and mild
proliferation of the spindle cells, hemo-
siderin-laden macrophages and inflam-
matory cells(H-E stain, x200).
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Fig. 4B. Masson trichrome stain confirms the

smooth muscle component(Trichrome,
% 200).

Fig. 4C. Immunoreactivity for progesterone re-
ceptors 1is present in the lung specimen
of lymphangioleiomyomatosis.
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Fig. 4D. Cells with immunoreavtivity for HMB-
45 are evident in the lung specimen of
lymphangioleiomyomatosis.
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