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Pulmonary Lymphangioleiomyomatosis
— A case report —

Won Bo Jo, M.D, Nam Hee Won, M.D., Seung Yong Paik, M.D.
and Hae Kyung Ahn, M.D.*

Depariment of Pathology and Laboratory Medicine,
Korea University Medical College and Kang Nam Sung Shim Hospital®

Lymphangioleiomyomatosis(LAM) is a rare disease of women of child-bearing age in which
there is progressive hyperplasia of atypical smooth mucle along lymphatics in the lung, and/or
axial lymphatics in the thorax and abdomen, resulting in honeycombing of lung. Interestingly
there has been a speculation that it represents a forme furste or incomplete expression of tuber-
ous sclerosis complex. This is based on the observation that patients with tuberous sclerosis can
manifest pulmonary lesions indistinguishable from LAM. We report a case of LAM occuring in a
39-year-old female, who complained of recurrent pneumothorax, chest pain and shortness of
breath. Three years ago, the patient had right nephrectomy under the diagnosis of ruptured
angiomyolipoma. A X-ray film of the chest showed honeycombing with a diffusely
reticulonodular pattern and cyst-like spaces. She had a characteristic facial appearance of
adenoma sebaceum, which her father and uncle had. Microscopically, the lung showed a marked
smooth muscle proliferation around the slit-like lymphatic spaces and also some respiratory
bronchioles.
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Fig. 1. Multiple papular eruptions on the face.
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Fig. 2. Chest X-ray showed irregular cystic lesioins
and nodular densities in both lungs with more
severe involvement in the right lower lung
field.
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Fig. 3. Ruptured renal angiomyolipoma, measuring
Tx6=3cm in size
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Fig. 4. Microscopic finding of
renal tumor composed of a
mixture of adipose tissue,
smooth muscle and tortuous
blood vessels.

Fig. 5. Slit-like irregular lym-
phatic spaces with intimately
proliferating smooth muscle
cells.
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Fig. 6. The proliferation of
Smooth muscle is shown aro-
und the terminal respiratory
bronchiole.

Table 1. Conditions associted with Ilymphangio-

leiomyomatosis

Mo. of
Conditions

Cases
History of antecedent trauma 5
Leiomyomata uteri 3
Leiomyoma of broad ligament 1
Thyroid disease 3

{1 benign nodular goiter .

| thyrotoxicosis; | pailary
carcinoma, following radiation for
lymphangiomyoma of thoracic duct)

Recent pregnancy

Hyperplasia of pituitary

History of hormone therapy(hCG)

Meningioma

Angiomyolipoma of kidney

Tuberous sclerosis complex
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