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Figure 1. Computed tomography (CT) scan reveals numerous predominantly small, round, thinly-walled cysts diffusely distributed
throughout both lungs (A). Additionally, multiple enlarged lymph nodes are observed in the aortocaval, para-aortic, and right external
iliac area (arrows) (B).

Figure 2. Skin manifestations of tuberous sclerosis complex. (A) Angiofibroma and (B) shagreen patch. Multiple erythematous to
flesh-colored papules, nodules, and plaques on the face, particularly the nose and perinasal area. Adopted from Seo et al. [9] with
permission.
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Clinical suspicion of LAM

HRCT chest with features No Consider alternative
characteristics of LAM diagnosis

Yes
Detailed clinical evaluation b Confirmed diagnosis of
confirms the presence of TSC TSC-LAM
No

Obtain:
1. Serum VEGF-D
2. Non-contrast CT or MRI
abdomen/pelvis
3. Chylous fluid/node/mass
aspiration (if applicable)

Any of the following present?

1. Serum VEGF-D 2 800 pg/ml | Ye> [ Confirmed diagnosis of
2. Renal AMLs or LAM

lymphangioleiomyomas
3. Positive cytology

No

Is histopathological confirmation
desire/required?
Yes
Yes
Transbronchial lung biopsy with Confirmed diagnosis of
characteristic features of LAM LAM

No

Surgical lung biopsy Coﬂﬁrmef:;gnosis of

Figure 3. Skin manifestations of Birt-Hogg-Dub¢ syndrome. Asymptotic, tiny, multiple, flesh-colored papules on both cheeks (A, B) and
multiple skin-colored papules on the forehead, malar region, and nose (C). Adopted from Hasal et al. [10] and Shin et al. [11] with
permission.

Figure 4. Proposed algorithm for the diagnosis of lymphangioleiomyomatosis (LAM) in a patient with compatible clinical history. The
algorithm is designed as a step-wise, least-invasive approach to confirm the diagnosis of LAM. Modifications based on clinical judgment
are often necessary, and diagnostic decisions should be tailored to each individual. Adopted from Gupta et al. [13] with permission.
HRCT, high resolution computed tomography; TSC, tuberous sclerosis complex; VEGF-D, vascular endothelial growth factor-D; CT,
computed tomography; MRI, magnetic resonance imaging; PFT, pulmonary function tests.

Continue close
monitoring with serial
PFTs every 3-4 months
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Lymphangioleiomyomatosis (LAM) is a rare condition that

exclusively affects women and is characterized by lung paren-

chymal destruction and the formation of cysts due to infiltration
by LAM cells. It can also impact the lymphatic system, leading
to the development of fluid-filled cystic structures and abdomi-
nal involvement, including renal angiomyolipomas (AML) or
lymphangioleiomyoma. LAM can occur sporadically or be asso-
ciated with tuberous sclerosis complex. Common symptoms in-
clude respiratory issues such as dyspnea, pneumothorax, chylo-
thorax, along with other manifestations like renal AML and lym-
phatic involvement. The diagnosis of LAM relies on a combina-
tion of clinical, radiological, and laboratory findings, and treat-
ment options vary depending on symptoms and patient status,
with mTOR inhibitors being considered as a treatment option.
This case outlines the diagnostic journey and clinical course of

a 32-year-old female patient with LAM.

Keyword: Lymphangioleiomyomatosis; Cyst pulmonary lesions;
Diagnosis
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