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Pulmonary Lymphangioleiomyomatosis with Recurrent Pneumothorax,
- One case report -

Kun Il Kim, M.D. *, Ho Seung Shin, M.D. *, Hee Chul Park, M.D. *,
Ki Woo Hong, M.D. *, Jung Weon Shim, M.D. **, Soon Ran Kim, MD. **

Pulmonary lymphangioleiomyomatosis is a rare disease occurring almost exclusively in
woman of reproductive age. It is characterized by rapid deterioration of respiratory functions
and results in death within an average of 10 years. This disease is caused by a progressive
proliferation of atypical smooth muscle in the pulmonary lymphatic vessels, blood vessels,
and airways leading to the development of distal cystic changes which causes frequent re-
current pneumothoraces.

We experienced a case of pulmonary lymphangioleiomyomatosis in a 30-year old woman
who had a history of bilateral, recurrent pneumothoraces. The patient underwent lung biopsy
through right thoracotomy which revealed the diagnosis of pulmonary lymphangioleiomyomato-
sis. We report a case with a review of the literature.

(Korean J Thorac Cardiovasc Surg 1999;32:326-9)
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Fig. 4. Emphysematous space is surrounded partially by
bundles of smooth muscle(arrow-head, Lt.) and partially by
normal alveolar walls{arrow-head, RL).(H-E. x100)
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Fig. 5. (A) The cells in lymphangioleiomyomatosis are
shorter, plumper, and have a higher nucleus o cytoplasmic
ratio than normal smooth muscle(H-E. %400} (B) The
immunohistochemical studies, the cells stain with antibodies
to smooth muscle actin(H-E. X100).
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