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ABOUT THE STUDY

Lymphangioleiomyomatosis (LAM) is a rare, progressive lung
disease that affects predominantly women, particularly during
their childbearing years. Characterized by the proliferation of
abnormal smooth musclelike cells (LAM cells) within the lungs
and along the lymphatic system, LAM leads to the formation of
cysts in the lungs, lymphatic abnormalities, and often results in
pneumothorax, chylothorax, and declining lung function. Given
its rarity and the significant health implications it poses, the
intersection of LAM and pregnancy presents a unique clinical
challenge.

Understanding LAM and its impact on pregnancy

LAM is often associated with Tuberous Sclerosis Complex (TSC),
a genetic disorder that causes non-malignant tumors to form in
various organs. However, LAM can also occur sporadically
without TSC. The disease is driven by mutations in the TSCI or
TSC2 genes, to dysregulated cell and
proliferation. Estrogen is thought to play a key role in the

leading growth
progression of LAM, given the disease’s prevalence in women
and its exacerbation during pregnancy when estrogen levels are
elevated.

Pregnancy considerations for women with LAM

Pregnancy in women with LAM requires careful consideration
due to the potential for disease progression and complications.
The increase in circulating estrogen during pregnancy can
accelerate the growth of LAM cells, leading to worsening
respiratory symptoms and lung function. Additionally, the
physical changes of pregnancy, including increased blood volume
and diaphragm elevation, can further stress the respiratory
system.

Pre-pregnancy counseling

Women with LAM who are considering pregnancy should
undergo thorough prepregnancy counseling. This involves a

comprehensive assessment of their lung function, including
Pulmonary Function Tests (PFTs), High-Resolution Computed
Tomography (HRCT) scans to evaluate the extent of lung
involvement, and possibly cardiopulmonary exercise testing.
Discussions should also cover the potential risks associated with
pregnancy, including the likelihood of respiratory complications,
pneumothorax, and the need for potential interventions such as
supplemental oxygen or thoracic surgery.

Monitoring during pregnancy

Once pregnant, women with LAM require close monitoring by a
multidisciplinary team, including obstetricians, pulmonologists,
and possibly thoracic surgeons. Regular follow-up appointments
oxygen and the
progression of LAM are critical. Pulmonary function tests
should be performed periodically to assess any decline in

to monitor lung function, saturation,

respiratory capacity. Additionally, clinicians should be vigilant
for signs of pneumothorax, which may present with sudden
onset of chest pain and shortness of breath. Prompt recognition
and management of pneumothorax are major to prevent severe
respiratory distress.

Management of respiratory complications

Respiratory complications such as pneumothorax and
chylothorax require immediate attention. Pneumothorax, a
common complication in LAM, may necessitate chest tube
insertion or pleurodesis, a procedure to adhere the lung to the
chest wall to prevent recurrence. Chylothorax, the accumulation
of lymphatic fluid in the pleural space, may require dietary
modifications to reduce lymph flow or interventions such as

thoracic duct ligation or pleurodesis.

Supplemental oxygen may be necessary for women who develop
significant hypoxemia, especially during labor and delivery. In
severe cases, where lung function is critically impaired, early
delivery may be considered to reduce maternal stress and
preserve maternal health.
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Delivery planning

The mode of delivery in women with LAM should be carefully
planned. Vaginal delivery is generally preferred to avoid the risks
associated with general anesthesia and surgical stress. However,
cesarean delivery may be necessary if there are obstetric
indications or if the patient's respiratory status deteriorates.
Epidural anesthesia is often recommended to minimize the
respiratory effort during labor and to provide adequate pain
relief.

Postpartum care

Postpartum care for women with LAM is equally important. The
postpartum period can be associated with fluctuations in fluid
balance and potential exacerbations of respiratory symptoms.
Continued monitoring of lung function and management of
any complications are essential. Breastfeeding should be
discussed with healthcare providers, as it may influence estrogen
levels and potentially affect disease progression.
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Long-term considerations

Longterm follow-up is necessary to manage the chronic nature
of LAM. Women with LAM should continue regular
assessments with their pulmonologist, and ongoing monitoring
for disease progression and management of symptoms should be
maintained. Participation in clinical trials and registries may
provide access to emerging therapies and contribute to the
broader understanding of LAM.

CONCLUSION

Pregnancy in women with lymphangioleiomyomatosis presents a
complex interplay of risks that require a multidisciplinary
approach to management. Thorough pre-pregnancy counseling,
vigilant monitoring during pregnancy and careful delivery
planning are essential to optimize outcomes for both the mother
and the baby. With appropriate care and management, many
women with LAM can successfully navigate the challenges of
pregnancy and childbirth.
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