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Case Report

Splenic lymphangioma: a rare benign tumor in adults
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ABSTRACT

Primary benign tumors of the spleen are extremely rare and account for less than 0.007% of all tumors identified upon
surgery and autopsy. Splenic lymphangioma is a rare malformation of the splenic lymphatic channels, mostly seen in
children. It is characterized by the presence of cysts, resulting from increases in the size and number of thin-walled
lymphatic vessels that are abnormally interconnected and dilated. We report the case of 45-year-old female, came
with chief complaint of pain abdomen for 1 month. Radiological imaging showed multiple echogenic non-enhancing
lesions with septate cystic changes. Splenectomy was done. HPE was reported as Splenic Lymphangioma. The
clinical picture is variable; small lesions are often incidentally detected through imaging studies, while larger lesions
can result in compression of organs, causing pain or rupture even after minor trauma. Therefore, splenic
lymphangiomas should be considered in the differential diagnosis of splenomegaly or left upper quadrant pain even
among adults and should be immediately treated with splenectomy; delay in the therapeutic intervention can lead to

life-threatening complications.
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INTRODUCTION

Lymphangiomas are benign malformations of the
lymphatic system, usually found in the neck (75%) and
axilla (20%) and less commonly encountered in the orbit,
mediastinum, adrenal gland, kidney, bone, omentum,
gastrointestinal  tract, retroperitoneum, liver, and
pancreas.® They were first described by Rodender in
1828; however, the first case involving the spleen was
reported in 1885 by Frink.*> Between 1939 and 2017,
only 209 cases of splenic lymphangiomas were reported
in the literature.® Therefore, splenic lymphangiomas are
considered uncommon benign tumors, occurring mainly
in childhood, with only a few cases reported in adults.” In
most patients, the lymphangiomatous process involves
additional sites in a diffuse or multifocal fashion such as
the liver, mediastinum, and lung, the so-called

lymphangiomatosis syndrome.” Some cases of splenic
lymphangiomas are associated with synchronous or
metachronous cystic hygroma of the neck.? Isolated
splenic lymphangiomas constitute a much rarer form;
only 15 cases between 1990 and 2017 were reported.®°
Rarely, splenic lymphangiomas can be part of Klippel-
Trenaunay syndrome (characterized by varicose veins,
bony and soft tissue hypertrophy, cutaneous
hemangiomas, and/or malformations of the lymphatic
system).* Although no consensus has yet been reached
on whether splenic lymphangioma is a neoplasm or a
hamartoma, most researchers support the latter opinion;
its formation is proposed to be due to abnormal
congenital development of lymphatic vessels.® It can also
be attributed to bleeding or inflammation in the lymphatic
system, which causes obstruction and consequent
lymphangiectasia.>#1°
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CASE REPORT

A 45-year-old female came to outpatient department of
Department of General Surgery, JSSH, Mysore with one-
year history of diffuse pain abdomen mainly in the
epigastric region and left hypochondrium without any
aggravating or relieving factors. There was no history of
bowel and bladder disturbances. Patient gave history of
Pulmonary Tuberculosis 20 years back, took full course
of ATT. No history of weight loss.

Physical examination showed diffuse pain upon
superficial and deep palpation of the abdomen, with no
organomegaly. The laboratory tests were normal.
Abdominal UGD showed multiple echogenic lesions in
spleen with septate cystic changes. An abdominal CT
with oral and intravenous contrast was done which
showed multiple non-enhancing iso to hypodense lesions
of varying sizes in the spleen largest measuring 3.7cm X
1.6 cm in the upper pole (Figure 1 and 2). In view of
these findings Splenectomy was planned. Surgery was
done under general anaesthesia. Intraoperatively spleen
was found to be nodular, splenectomy was done, and
specimen was sent for histopathological examination.

Figure 1: Horizontal cut section showing non-
enhancing iso to hypodense lesions in spleen.

Figure 2: Coronal cut section showing non-enhancing
iso to hypodense lesions in spleen.

Macroscopic cross-sections revealed multiple cystic
spaces of various diameter filled with serous fluid (Figure
3).

Figure 3: Macroscopic cut section of spleen showing
multiple cysts.

Microscopic multiple cut sections show splenic tissue
with numerous cystic spaces lined by discontinuous flat
endothelial cells filled with proteinaceous material,
occasional spaces show RBC’s. Also seen is the large
cystic space lined by a fibrotic wall. Features suggestive
of Lymphangioma Spleen (Figure 4).

ey 3 B

Figure 4: Microscopic cut section of spleen showing
lymphoid follicles.

Post operatively after 1-month patient is doing well with
completely healed scar.

DISCUSSION

The clinical manifestations of splenic lymphangiomas are
usually related to the size of the spleen.® In most cases,
isolated splenic lymphangiomas are asymptomatic and
incidentally detected through abdominal ultrasonography
or abdominal computed tomography. Large cystic lesions
can attain sufficient size to cause significant symptoms
and signs.8'? The symptoms may include left upper
quadrant pain, loss of appetite, nausea, vomiting, and
signs of abdominal distension or a palpable mass. Most
are usually nonspecific and are due to compression of
adjacent organs such as the stomach, diaphragm, or
kidney.® Infection or rupture of a lymphangioma can
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present as an acute abdomen.®!® Cases have been
reported of larger lymphangiomas complicated by
consumptive coagulopathy, bleeding, hypersplenism, and
portal  hypertension.8*  The  pathophysiological
consequences of a lymphangioma exceeding 3 to 4 kg
can be diaphragmatic immobility and lung atelectasis or
pneumonia.®® Rarely, hypertension due to compression
of the renal artery by the splenic mass can be seen 8%

Treatment and prognosis

The treatment of choice for splenic lymphangiomas is
complete surgical resection because other therapeutic
modalities (aspiration, drainage, and irradiation) have
shown unsatisfactory results.!5” Some investigators
prefer conservative treatment in the case of small
asymptomatic lesions detected incidentally, reserving
splenectomy for large, multiple, or symptomatic
lesions. 8!8 Partial resection techniques have also been
applied in cases of limited disease; however, leaving a
splenic remnant in cases of diffuse involvement increases
the risk of further growth and enlargement, sometimes
requiring a second operation. Laparoscopic splenectomy
is emerging as the procedure of choice in patients with a
normal to moderately enlarged spleen but is considered a
contraindication in patients with massive splenomegaly.®
The most important aspect when considering treatment
options is that surgery should be recommended
immediately after the diagnosis has been established to
avoid complications such as infection, hemorrhage,
rupture, intestinal obstruction, and tumor enlargement
that may eventually prevent complete removal.’® The
prognosis of splenic lymphangioma after resection is
favourable. The main complication is recurrence, which
is demonstrated in 9.5% of patients, frequently after
incomplete resection.®

CONCLUSION

Splenic lymphangioma is a rare malformation of the
splenic lymphatic system, mostly seen in children and
rarely in adults. Although the etiology is still unclear, it is
considered more likely a hamartomatous process rather
than a neoplasm. Histologically, splenic lymphangioma is
characterized by the presence of cysts lined by attenuated
endothelial cells. The condition may involve only the
spleen, but in most cases, it is part of a systemic
malformation of lymphatic channels that affects multiple
organs (systemic lymphangiomatosis).

Most lesions are incidentally detected through imaging
studies, while larger lesions can cause compression of
adjacent organs, with various symptoms. Therefore,
splenic lymphangiomas should be considered in the
differential diagnosis of splenomegaly or left upper
guadrant pain even among adults because they are
amenable to curative treatment. Delay in their surgical
intervention may lead to severe complications such as
infection, rupture, and hemorrhage.
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