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1  |  CASE PRESENTATION

65- year- old female presented with vaginal bleed-
ing and lower abdominal pain. She underwent total 
hysterectomy, bilateral salpingo- oophorectomy, and 
pelvic lymphadenectomy, and the postoperative diag-
nosis was determined as uterine endometrioid carci-
noma, Grade 2, pT2, pN0, cM0, pStage II, based on the 
TNM Classification of Malignant Tumors, 8th edition. 
Although preoperative computed tomography (CT) 
scan did not reveal clear enlargement of lymph nodes, 
pathological examination of a dissected common iliac 
lymph node revealed multiple lesions, maximally 5 mm 
in size, that consist of bundles of spindle cells and nests 
of epithelioid cells, with grainy, eosinophilic cytoplasm, 
ovoid nuclei with small nucleoli (Figure  1A,C). The 
cells did not reveal atypia, mitotic activity nor necro-
sis, and morphologically distinct from primary endo-
metrioid carcinoma. Immunohistochemistry showed 

characteristic D2- 40 (podoplanin) positive lymphatic 
endothelium lining the bundles of spindle cells and 
nests of epithelioid cells (Figure 1B,D). α- smooth mus-
cle actin (α- SMA), estrogen receptor (ER), and cytoplas-
mic β- catenin were diffusely positive, but cytokeratin 
(AE1/AE3) and CD34 were negative. Taken together, 
diagnosis of nodal lymphangioleiomyomatosis (LAM) 
was made. Melanocytic markers such as HMB45 and 
Melan- A, which are often positive in LAM, were positive 
only in a few cells in this case. Postoperative follow- up 
systemic investigation did not reveal other suspected 
LAM lesions including lung.

2  |  DISCUSSION

LAM is a rare systemic disease that affect mostly women 
of childbearing age, characterized by proliferation of 
smooth muscle- like cells (LAM cells). Although LAM 
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Key Clinical Message
Extrapulmonary lymphangioleiomyomatosis (LAM) can present as incidental 
nodal LAM in gynecological surgery specimens, that warrants systemic investi-
gation and follow- up of concurrent and subsequent development of pulmonary 
and extrapulmonary LAM.
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often manifests as progressive formation of pulmonary pa-
renchymal cysts, extrapulmonary LAM can involve other 
organs, including mediastinum, retroperitoneum, uterus, 
intraperitoneal and/or pelvic lymph nodes, with or with-
out pulmonary involvement.1

Incidental nodal LAM can be found in 0.46% of the 
lymph nodes of gynecologic surgical specimens.2 Cases 
of incidental nodal LAM with subsequent development of 
pulmonary LAM have been reported,2,3 including the de-
velopment of pulmonary LAM 7 years post initial identi-
fication of nodal LAM,2 warranting precautious attention 
and long- term follow- up.

When nodal LAM was identified, it would be prudent 
to systemically investigate and follow- up concurrent and 
subsequent development of pulmonary and extrapulmo-
nary LAM.

Acronyms: CT: computed tomography, LAM: 
lymphangioleiomyomatosis, ER: Estrogen Receptor, CD: 
Cluster of Differentiation, α- SMA: smooth muscle actin, 
HMB: Human Melanoma Black, HE: Hematoxylin and 
eosin.
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F I G U R E  1  Nodal lymphangioleiomyomatosis (LAM) in a common iliac lymph node. (A, C) Hematoxylin and eosin (HE) staining 
showed the bundles of spindle cells and nests of epithelioid cells in a common iliac lymph node. (B, D) D2- 40 (podoplanin) expression in 
the lymphatic endothelium lining the spindle- cell bundles and epithelioid- cell nests. (A, B) Loupe images capturing the whole lymph node. 
Representative LAM lesions are shown with black arrowheads. Scale bar: 5 mm. (C, D) Representative magnified views. Scale bar: 500 μm.
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