CASE REPORT

Littoral Cell Angioma of the Spleen presenting with
Thrombocytosis and Splenic Infarct
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ABSTRACT

Littoral cell angioma is a non-hematologic vascular neoplasm originating from littoral cells lining the splenic red pulp. The diag-
nosis is usually made incidentally in splenectomy materials. It is often associated with anemia and thrombocytopenia, indicative
of hypersplenism. We, herein present a case of symptomatic littoral cell angioma in a 32-year female, presumed to be accom-
panied by a hematologic malignancy manifesting with splenic infarct and thrombocytosis.
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INTRODUCTION

Littoral cellangioma, described by Falk etal.in 1991, isa non-he-
matologic vascular neoplasm that originates from the littoral
cellsintheredpulp of spleenwith dual characteristics of endothe-
lial-histiocytic cells.*” Its pathological examinations show
vascular proliferation in the spleen in the same manner as sinu-
soids; and it differs from angiosarcoma by the low index of Ki-67
staining. in addition, in immunohistochemical examinations,
positivity of CD68 and CD 31, and negativity of CD 8 and CD 34 is
diagnosticforthislesion.?

Littoral cell angioma may be associated with visceral malignan-
cies such as thyroid, colorectal, renal, ovarian and testicular
tumors as well as hematologic malignancies.*” Clinically,
patients present to the hospital with abdominal pain and
splenomegaly.Anemiaandthrombocytopeniacausedbyhypers-
plenism are observed in the blood parameters.*'® We, report a
case of littoral cell angioma associated with thrombocytosis and
splenic infarction. The splenic infarct and thrombocytosis
instead ofthrombocytopenia at presentation, are being reported
for the first time for littoral cell angioma in the literature to the
bestofourknowledge.

CASE REPORT

A 32-year female patient presented to the Emergency Depart-
ment due to the complaints of abdominal pain, nausea, and
vomiting thathad been continuing foraweek.
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Physicalexaminationrevealedtendernessintheleftupperquad-
rantofthe abdomen. Traube’s space was closed. The spleen was
palpable below the ribs. The patient had a normal medical and
family history. In her laboratory results, C-reactive protein (CRP)
was 112 mg/dl and lactate dehydrogenase (LDH) was 651 U/L,
both of which were high. Other biochemical values were normal.
In hemogram, white blood count (WBC) was 12.1x 10°/uL, hemo-
globin (Hb)was 10.3 g/dl,and plateletswere 1012 x10°/ L.

In abdominal ultrasonography, the splenic long axis was 21 cm
and its size was increased. The splenic parenchyma was hetero-
geneous, and the splenic vein diameter was increased. The
patient underwent a contrast-enhanced abdominal CT, which
showed massive splenomegaly (93x185 mm), increase in
splenic vein caliber, varicosis and tortoise changes in splenic
hilum, and a single 7 cm hypodense lesion associated with
sporadic necrotic areas at the widest part of the spleen body
(Figure1). Decisionforsplenectomy was made.

The abdomen was opened by a left subcostal incision under
general anesthesia. Spleen was separated from adhesions in
surrounding tissues. Afterthe adhesions were removed, the hilar
artery and vein were isolated and ligated; and splenectomy was
performed. Splenectomy revealed infarcted areas in the spleen.
The patient was discharged with full recovery on postoperative
day?7.

The pathological examination reported an infarcted vascular
neoplasm and concomitant extramedullary hematopoiesis
compatible with littoral cell angioma. Immunohistochemistry
showedapositivereactiontoCD31,CD68,CD163,CD4andnega-
tive reactionto CD 8 and CD34. Ki-67 proliferation index was low
(Figures2and3).

Postoperatively, Doppler ultrasonography showed appearances
consistent with thrombosis in the portal vein and its branches.
Bone marrow aspiration biopsy indicated dysplasia in the
megakaryocyticseriesandanincreaseinfibrosisofgrade 2 retic-
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ulin staining. Platelet counts remained very high during the post-
operative period (4000 x 10%/uL).

Figure 1: Contrast-enhanced abdominal CT. (a) Sagittal section, (b)
Coronal section; (c) Axial section. There is a mass lesion accompanied by
heterogeneoushypodenseareas marked withayellowarrow.
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Figure 2: Macroscopic (infracted area
withred arrow) and microscopicview oftumoraltissueandinfarctedarea
(H&E Stainx100).
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Figure 3: The vascular spaces are lined by tall plump cell which express
both endothelial and histiocytic markers. immiinohistochemical stains
showed that the intrasinusoidal histiocytic cells expressed CD31 (a),
CD163(b), butwerenegativeforCD34(c)andCD8(d).

DISCUSSION

Littoral cell angioma is a benign lesion originating from littoral
cells lining the splenic red pulp. It is often seen incidentally in
splenectomy materials performed for otherreasons.’

In the immunohistochemical examination, positivity for CD 4
and CD 68 and negativity for CD 8 and CD 34 have a diagnostic
value for littoral cell angioma.> Our immunohistochemical
findings were consistentwith thosereportedintheliterature.

Clinically, patients present to the hospital with abdominal pain
and splenomegaly. Anemia and thrombocytopenia, caused by
hypersplenism, are typically observed in examinations.®*® Our
caseis arareandunique one, as it was accompanied by throm-
bocytosis, contrary to thrombocytopenia reported in the litera-
ture.

Bone marrow aspiration biopsy suggested that a hematologic
malignancy with atendency tothrombosis may have been asso-
ciated withlittoral cellangioma, but

definitive diagnosis of malignancy could not be made because
the patient refused further examination during hematologic
examination.

In addition, splenic infarction has not been reported previously
with littoral cell angioma and is of great significance to be
reported in the literature. In our opinion, the hematological
disease leading to thrombocytosis may have caused splenic
thrombosisandinfarction.

In summary, this case emphasises the fact that littoral cell
angioma, a rare non-hematologic vascular tumorin the spleen,
may rarely present with thrombocytosis instead of thrombocy-
topenia; and may possibly be associated with splenic infarction
and hematologic malignancies.
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