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Lymphangioleiomyomatosis is a rare pul-

monary disease with a poor prognosis.

Lung transplantation, however, remains

the only treatment option for patients with

advanced disease. We describe a patient

with LAM who was referred to lung trans-

plantation.

Patient Description

A 45 year old woman was referred to our

pulmonary clinic for possible lung trans-

plantation. She had slowly progressive

dyspnea and non-productive cough during

the last 6 years. Her medical history

revealed recurrent episodes of pneu-

mothorax that had necessitated pleuro-

desis with bleomycin 2 years ago, and right

nephrectomy due to angiomyolipoma 20

years ago.. Physical examination revealed a

respiration rate of 24/minute and normal

breath sounds. Pulmonary function showed

severe airway obstruction with forced

expiratory volume in 1 second of 18% of

the predicted (0.49 L), total lung capacity

of 7.3 L (150% of the predicted) and

diffusing lung capacity of 33% of the

predicted (18 ml/min/mmHg). High resolu-

tion computed tomography of the thorax

[Figure] demonstrated numerous thin

walled air-filled cysts diffusely distributed

throughout all lung zones. The typical high

resolution CT, the clinical presentation and

the history of renal angiomyolipoma con-

firmed the diagnosis of lymphangioleio-

myomatosis. Trial of treatment with

medroxyprogesterone acetate failed. Fol-

lowing clinical deterioration and decline of

pulmonary function, the patient was re-

ferred for lung transplantation.

Comment

LAM is a rare pul-

monary disease re-

s u l t i n g f r o m

proliferation of a un-

ique smooth mus-

cle-like cell, the

LAM cell, involving

the small airways,

the pulmonary mi-

crovasculature and

the lymphatic struc-

tures. Most patients

are premenopausal

women who seek

medical attention

for worsening dys-

p n e a o r p n e u -

mothorax, chylous

fluid collections, or

a complication of

renal angiomyolipoma [1,2]. Despite the

presence of hormonal receptors on the

LAM cell, therapeutic manipulation of

hormone status has not had much success

in halting the disease tendency to progress

[3]. For patients with advanced LAM, lung

transplantation offers the only hope at

present [4]. The pleurodesis that the

patient underwent in the past, however,

may complicate the LTX. The 1 and 2 year

survival rates after LTX for LAM were 69%

and 58%, respectively. These rates compare

favorably with those for LTX overall [4]. In

summary, LAM is a rare pulmonary disease

with poor prognosis. LTX, however, remains

the only treatment option for patients with

advanced disease.

References

1. Taylor JR, Ryu J, Colby TV, Raffin TA.

Lymphangioleiomyomatosis: clinical course

in 32 patients. N Engl J Med 1990;323:1254±

60.

2. Kitaichi M, Nishimura K, Itoh H, Izumi T.

Pulmonary lymphangioleiomyomatosis: a

report of 46 patients including a clinico-

pathologic study of prognostic factors. Am J

Respir Crit Care Med 1995;151:527±33.

3. McCarty KS Jr, Mossler JA, McLelland R,

Sieker HO. Pulmonary lymphangioleiomyo-

matosis responsive to progesterone. N Engl

J Med 1980;303:1461±5.

4. Boehler A, Speich R, Russi EW, Weder W.

Lung transplantation for lymphangioleio-

myomatosis. N Engl J Med 1996;335:1275±80.

Correspondence: Dr. M. Kramer, Pulmonary

Institute, Rabin Medical Center (Beilinson

Campus), Petah Tiqva 49100, Israel.

Phone: (972-3) 937-7221

Fax: (972-3) 924-2091

email: pulm@netvision.net.il

Case Communications

LAM = Lymphangioleiomyomatosis LTX = lung transplantation

High resolution computed tomography of the thorax demonstrated numerous

thin walled air-filled cysts diffusely distributed throughout all lung zones.
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