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ABSTRACT

Background: Splenic lymphangioma is a rare, slow-growing benign tumor of the spleen,
more often seen in children. However very rarely, they may present in adults also.

When present in adults, it is usually asymptomatic and would be incidentally detected
through imaging studies by ultrasound, CT-scan or MRI of abdomen. Infrequently, some
patients would present with abdominal pain, distension, nausea, and may have palpable
abdominal mass.

Lymphangiomas are benign congenital malformations of the lymphatic vessels that manifest
mainly in pediatric patients and infrequently in adults. Usually found in the head and neck
areas or axlla. They may involve visceral organs with a lower percentage. The failure of the
primordial lymphatics to connect to the main lymphatic vessels or veins. The lymphatic
vessels’ inability to drain into the veins, the abnormal budding of the lymphatic vessels, and
chronic inflammation are some theories to explain the pathogenesis of lymphangiomas.
Accurate radiological diagnosis of splenic lymphangioma is difficult and histopathology with
newer immunohistochemistry markers like D2-40 is useful to diagnose splenic
lymphangioma.

Surgical removal whether laparoscopic or open is the treatment of choice in large
symptomatic splenic lymphangiomas. This is to prevent the life threatening complications
like rupture and haemorrhage and to confirm the diagnosis.

Histopathological analysis, the cysts were lined by flat endothelial cells and filled with a
pinkish fluid. The cyst walls mainly consisted of hypocellular fibrous tissue with occasional
smooth muscle components.

Case summary: A 46-year-old, female obese, body weight 154 kg, with abdominal pain for
more than two years, which remained undiagnosed until incidentally discovered on work-up
for chronic abdominal pain.

Abdominal ultrasonography revealed splenomegaly with multiloculated cystic mass
suggested hydatid cyst of the spleen. Computed tomography with contrast enhancement
showed spleen was enlarged in size with evidence of multiple multilocular cysts of variable
sizes, largest about 68 x 59 x 54 mm, few were showing peripheral calcifications and
showed no enhancement post contrast suggested lymphangioma of spleen.

Surgical splenectomy was performed with eventual resolution of the chronic abdominal
pain. Histopathologic examination revealed splenic lymphangioma.
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Splenic diseases are very rare, being
splenic abscesses, splenic cysts, benign
tumors (hemangioma, lymphangioma and
others), and malignant tumors (lymphomas,
metastases and others)). Primary benign
tumors of the spleen are extremely rare and
account for less than 0.007% of all tumors
identified upon surgery and autopsy®@.
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Splenic lymphangiomas (SL) are benign
cystic tumors resulting from congenital
malformations of the lymphatic system that
appear as single or multiple lesions of the
spleen®®.  Most Ilymphangiomas are
located in the neck (75%) and armpit (20%),
where it is known as cystic hygroma;
however, they can appear in other locations
(5% of all cases)®”), rarely they are found in
the spleen®89),

Splenic lymphangioma is a very rare
cystic lesion affecting usually children and
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less commonly
persons®101),

reported in  adult

These lesions are benign and
considered by some authors as vascular
(lymphatics) malformations rather than true
tumors as they are found mainly in children
and young patients with some congenital
malformative syndrome such as Klippel-
Trenaunay syndrome (association of
varicose veins, cutaneous capillary
malformations and hypertrophy of bone
and/or soft tissue)"1"12),

The clinical presentation of splenic
lymphangiomas is usually related to size of
the spleen, but they can be asymptomatic
or incidental findings during radiological
assessment for other reasons. If they are
large, they can cause abdominal pain, loss
of appetite, nausea, vomiting and may
compress or block adjacent organs.

Clinical and radiological features of
splenic lymphangioma are not specific,
usually they present as cystic splenic
lesions that may correspond to a variety of
splenic diseases: congenital epithelial cysts
(CEC), neoplastic cysts, parasitic hydatid
cysts, traumatic cysts or splenic
abscess!!113-1%),

The prognosis is good but there is a very
high risk of rupture even after minor trauma,
therefore surgery is indicated as definitive
treatment.

Surgical removal whether laparoscopic
or open is the treatment of choice in large
symptomatic splenic lymphangiomas to
prevent the life threatening complications
like rupture and haemorrhage('®).

Case Report

A 46-year-old female obese, body
weight 154 kg, presented to the clinic of
general surgery, at Al-Karama general
hospital in Baghdad, Iraq, on 25" of
November 2023, with a history of more than
two years of left upper abdominal pain and
this pain was exaggerated in the last three
months.

General physical examination was
unremarkable and the spleen was not
palpable because of the obesity of the
patient. Laboratory investigations were
within normal limits.

Abdominal ultrasonography revealed a
splenomegaly with multiloculated cystic
mass (60 x 52 mm), suggested hydatid cyst
of the spleen, with normal splenic artery and
portal vein.

Computed tomography with contrast
enhancement showed enlarged spleen in
size with evidence of multiple multilocular
cysts of variable sizes, largest about (68 x
59 x 54 mm), some were showing
peripheral calcifications, without
enhancement post contrast enhancement,
(Figure 1).

The patient was scheduled for
splenectomy at Al-Zahraa Private Hospital,
on 15" of December 2023. Intraoperatively
the spleen was found to be enlarged and
bosselated as in figure 2.

Splenectomy was performed without any
complication and sent for histopathology.

The gross examination showed; huge
splenomegaly measured 16.4 cm firm
fleshy, greyish-tan to dark-red external
surface. The cut section showed irregular
thickened fibrotic capsule with central
multiloculated microcysts measure 6.9 cm
lesion containing clear fluid. No space
occupying lesion was seen, with three hailar
small nodes vary in size between 0.4-0.6
cm all intact capsule, fleshy cut section.
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Figure 1: Contrast-enhanced computed tomography showing numerous non-enhancing cystic
lesions in an enlarged spleen.

Figure 2: Photographs of splenectomy specimen shows enlarged, nodular and greyish-tan to
dark-red external surface with a firm consistency.

Microscopic examination of the lesions Yariable sizes, ectatic Iymp_h atic chan.n.e Is
showed dilated thin lymphatic vessels Ilneq. by flattened endothelial cells gving
containing lymph and intervening stroma posmve , factor .V"I relatgd antigen
showing dense fibrosis. The immunohistochemical endothelial marker.
histopathological features are that of benign The surrounding splenic
lymhangioma of cavernous variant with paranchymatous tissue showing
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morphological  feature of congestive
splenomegaly with characteristic thickened
fiborous capsule, massive red pulp
expansion with marked increase in red cells
and hemosiderin laden macrophages,
inconspicuous lymphoid white pulp follicle
lacking active germinal center, small

sclerosiderotic fibrotic nodules (Gamna
Gandy bodies) all over the spleen, (Figure
3).

No evidence of TB granuloma or
malignancy was seen.

Figure 3: Microscopic examination of the lesions showed dilated thin lymphatic vessels
containing lymph and intervening stroma showing dense fibrosis, the lymphatic channels lined
by flattened endothelial cells.

Discussion

Splenic lymphangiomas are relatively
rare benign tumours that correspond to
abnormal dilatation of lymphatic channels
that can be either congenital or acquired. It
is a slow-growing neoplasm usually seen
during childhood and rarely seen beyond 20
years of age!"”). If present in adulthood, it is
usually an incidental finding.

The failure of the primordial lymphatics
to connect to the main lymphatic vessels or
veins, the lymphatic vessels’ inability to
drain into the veins, the abnormal budding
of the lymphatic vessels, and chronic
inflammation are some theories to explain
the pathogenesis of lymphangiomas.

Most common sites of occurrence of
lymphangiomas include the  neck,
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mediastinum  and  retroperitoneum),
Splenic lymphangiomas are benign cysts
that commonly affect children, and are
rarely reported in adults®'?. In 1885, Frink
reported the first lymphangioma in the
spleen!'®. Most cases (80-90%) were
reported in infants and children less than
two years of age('9).

Cystic lesions of spleen include parasitic
and non-parasitic cysts. Among parasitic
ones, echinococcal disease represents
most of the cases®?. Non-parasitic cysts
are primary or true cysts and pseudocysts.
Endothelial true cysts include
lymphangiomas or hemangiomas'.

Lymphangiomas can be classified as
capillary, cavernous, or cystic“). However,
the delineation is not universally
accepted®'2?),

The clinical manifestations of splenic
lymphangiomas are related to the size of
lesion. Isolated lesions are asymptomatic
and detected incidentally. However, larger
lesions may present with abdominal
discomfort, loss of appetite or a palpable
mass©2%),

Complications of large lymphangiomas
include rupture or infection of the cyst
leading to acute abdomen®¥). However rare
complications such as consumption
coagulopathy, hypersplenism, bleeding,
portal hypertension and hypertension due
to renal artery compression have also been
reported@®).

Diagnosis by radiology is usually not
conclusive. In most cases, on CT- scan,
splenic lymphangiomas present with thin-
walled cystic masses without enhancement
or with only slight enhancement of the thin
septa.  Curvilinear  peripheral  mural
calcifications are suggestive of cystic
lymphangiomas but not specific®®).

On T1-weighted magnetic resonance
imaging scan, the cystic lesions appear
hypointense or hyperintense when filled
with  hemorrhagic  or  proteinaceous
material®*2%), On T2-weighted images, they

are multiloculated hyperintense
corresponding to dilated lymphatic
channels®4),

The differential diagnoses of splenic
lymphangiomas include other solid and
cystic lesions of the spleen, such as
hemangioma, chronic infection, lymphoma
and metastasis.

Immunohistochemistry  (IHC) markers
including CD 31, CD 34, factor VIl R Ag,
D2-40 and VEGFR-3 may show reactivity in
splenic lymphangiomas. Recently, D2-40
has been reported to be a selective marker
for the lymphatic endothelium, and can be
used for diagnosing splenic lymphangioma
accurately from hemangioma also making it
a valuable addition for studying benign and
malignant vascular disorders in routinely
processed tissue specimens(®).

Surgical removal of the spleen in splenic
lymphangioma remains the best treatment
option, and necessary to relieve symptoms,
and prevent complications.

In conclusion: Splenic lymphangioma in
adult patients is very rare and should be
considered in the differential diagnosis of
splenomegaly, and most of the time they
are discovered incidentally. Patients may
be asymptomatic or present with abdominal
pain, nausea, distended abdomen or weight
loss.

CT-scan might help to confirming the
diagnosis, but the histopathological
examination of the resected specimen is the
gold standard for definitive diagnosis.

Surgical removal whether laparoscopic
or open is the treatment of choice in large
symptomatic splenic lymphangiomas to
prevent the life threatening complications
like rupture and haemorrhage and to
confirm the diagnosis.
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