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Littoral cell angioma: An incidental finding in
a traumatic spleen
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Littoral cell angioma (LCA) of the spleen, a rare vascular tumor, is usually asymptomatic,
often discovered incidentally and a majority of them are benign in nature. A 20-year-old boy
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with a history of blunt abdominal trauma, who underwent splenectomy showed the presence

of a capsular tear and variegated outer surface on gross examination of the spleen. On the
cut section, multiple nodular areas with areas of hemorrhage were noted. Microscopical
examination revealed the proliferation of anastomosing, irregular, tortuous blood-filled
channels with plenty of histiocytes in the splenic tissue and extensive areas of hemorrhage,

http://nepjol.info/index.php/AJMS
DOI: 10.3126/ajms.v15i3.60970

E-ISSN: 2091-0576
P-ISSN: 2467-9100

inflammatory cell infiltration, and fibrinoid deposits. Immunohistochemistry revealed positivity

for CD31 (endothelial differentiation), CD68, and lysozyme (histiocytic differentiation) but
was negative for CD34. The final diagnosis was LCA in a case of ruptured spleen after ruling
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out angiosarcoma. The possibility of this benign entity to have contributed to the potentially

fatal splenic injury cannot be overlooked.
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INTRODUCTION

Littoral cell angioma (LCA) of the spleen, a rare
vascular tumor was first described by Falk et al., in
1991." It is usually asymptomatic and is often discovered
incidentally. Clinically, a majority of the LCAs described
in the literature have been found to be benign in
nature but rare metastasizing cases have also been
described.” Definite diagnosis of LCA can only be made
by histopathological examination after splenectomy,
which is usually performed because of the concern for
malignancy.

Pathologically, LCA is a vascular tumor of the spleen that
represents a tumoral counterpart of the normally present
littoral cells that line the splenic sinus channels of the red
pulp. The endothelial cells lining the channels are tall and
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plump compared to the flat endothelial cells lining the
channels in a normal spleen.” Sometimes, trivial trauma
might lead to disproportionate splenic injury due to the
presence of asymptomatic LCA and our case report is a
perfect example in this regard.

CASE REPORT

A 20-year-old boy presented to the Emergency Department
of NBMCH with complaints of left upper abdominal
pain following minor scuffles with friends. eFAST
revealed a gross collection of fluid in the hepatorenal
recess, splenorenal recess, and pelvis. USG showed
multiple hyperechoic heterogenous areas in the spleen.
Pre-operative hematological investigations were within
normal limits. A decision of exploratory laparotomy was
made and splenectomy was performed. The specimen was
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sent to the department of pathology for histopathological
examination.

On gross examination, the spleen measured 12X9.5X3 cm’
and weighed 80 g with the presence of capsular tear and
variegated outer surface. On the cut section, multiple
nodular areas were noted along with areas of hemorrhages.
Microscopical examination revealed anastomosing vascular
channels with large cyst formations which were lined
predominantly by tall, histiocytoid cells projecting into the
vascular spaces in papillary fashion along with interspersed
flat endothelial cells in addition to extensive areas of
hemorrhages, inflammatory cell infiltration, and fibrinoid
deposits (Figure 1a-c).

Immunohistochemistry (IHC) showed strong and intense
cytoplasmic and membranous positivity for CD31 in neoplastic
endothelial cells. CD34 was positive in normal endothelial
cells. CD68 and lysozyme (histiocytic differentiation) showed
positivity in neoplastic cells (Figure 2a-d).

The final diagnosis was LCA in a case of ruptured spleen.

DISCUSSION

LCA is a rare vascular tumor which affects both men
and women equally.’ LCA has a good prognosis except

in cases of malignant transformation which is usually
seen with splenomegaly.* In our case, the spleen was
within normal limits and microscopic studies pointed
toward a benign pathology. It is most often found
incidentally as a splenic mass on abdominal imaging,
Rarely, it may be detected accidentally with splenic rupture
and hemoperitoneum after trauma.” The sonographic
appearance of LCA is variable and ranges from
hypoechoic to a hyperechoic mass with a mottled texture.’
Imaging such as a CT scan often guides us to a diagnosis.
However, in our case, no CT scan was done owing to the
emergency associated with the rupture of the spleen.
The differential diagnosis of lesions that can mimic
LCA on imaging includes lymphangioma, hamartoma,
lymphoma, Kaposi’s sarcoma, and hemangioma.’
Therefore, a definitive diagnosis can only be obtained
by microscopic examination of the biopsy specimen.
There may be associated hematological symptoms such as
anemia and/or thrombocytopenia along with complaints
of splenomegaly.' No such finding was present in our
case. One of the most important tools for confirmation
of this diagnosis is IHC. LCA has a combined pattern
of endothelial and histiocytic cells. Endothelial markers
are FVIII, CD31, vWE, and CD34 whereas histiocytic
markers are CD68 and lysozyme. The IHC results of
our patient were positive for endothelium (CD31+) and
histiocyte (CD68+ and lysozyme+) thus confirming our
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Figure 1: (a) Gross section of the spleen with hemorrhagic areas (blue arrows); (b) Proliferating anastomosing endothelial lined vascular channels
(HPE, 10x); (c) Same section depicting hobnailing (blue arrows) of endothelial cells (HPE, 40x)
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Figure 2: IHC (40x) of (a) CD 31 showing cytoplasmic and membranous positivity in neoplastic endothelial cells (blue arrow); (b) CD 34 showing
positivity in non-neoplastic cells (blue arrow); (c and d) CD68 and lysozyme showing positivity in neoplastic cells demonstrating histiocytic

differentiation (blue arrows)
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diagnosis. CID34 was positive in normal endothelial cells.
High expression of formin homology domain protein
1 (FHOD1) by normal littoral cells helps to distinguish
them from LCA which does not express it.”

CONCLUSION

The histopathological and IHC findings reflect the
dual differentiation potential of the reticuloendothelial
cells lining the splenic sinus, justifying the term LCA.
Though a rare incidental histopathological finding its
presence can lead to potentially fatal hemorrhage from
trivial trauma.
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