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Secondary to Lymphangioleiomyomatosis
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BACKGROUND

* Lymphangioleiomyomatosis
(LAM) is a rare, slowly
progressive neoplasm of
unknown origin that causes
cystic lung disease, chylous
pleural effusions, and

CASE PRESENTATION
ICU Course

KEY POINTS

* Multiloculated
pneumothorax is rare

CT is superior to chest film
for determining size and
cause of pneumothorax

° |If chest Xray is negative for

Chief Complaint
e 28-year-old female transferred to ICU due to dyspnea and ABG: pH 7.24, PaCO2 70 mmHg, HCO3. 29 mEq/L

hypoxemia Initial Management: HFNC at 45 L/min, FiO2 60% achieving .
HPI SpO2 97%; STAT Chest CTA

 Admitted for a left pneumothorax s/p endobronchial valve
placement and subsequent removal

abdominal angiomyolipomas

The most common presenting
symptoms are progressive
dyspnea on exertion
secondary to cystic lung
disease or acute dyspnea
secondary to spontaneous
pneumothorax

MTOR inhibitors are the
mainstay of treatment for
LAM, however if symptoms
progress lung transplantation
can be considered

Chest Xray is limited in
detection of pneumothorax
compared to CT scan, with a
sensitivity of 40% and a
specificity of 96%
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CXR obtained upon ICU transfer

CXR obtained after endobronchial valve removal

Pertinent PMH
* |nitial spontaneous pneumothorax in 2023 at age 27

* Recurrent pneumothorax in early 2024, s/p bilateral VATS
with talc pleurodesis

* Diagnosed with LAM and initiated on sirolimus 1 g daily
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Patient flow/volume curve demonstrating severe
obstructive lung disease

CT chest of patient prior to admission,
demonstrating diffuse cystic lung disease

Case Resolution

CT-guided placement of chest
tubes

Discharged with Heimlich valves

on chest tubes

Bilateral lung transplantation two

months later

pneumothorax but
suspicion is still high, chest
CT should be obtained
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