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Abstract

Splenic lymphangioma is a rare benign lesion, predominantly seen in the pe-
diatric population and exceptionally in adults. It is usually associated with
lymphatic system malformations caused by secondary lymphangiectasia due
to abnormal communication between lymphatic ducts. It often coexists with

complex clinical syndromes, such as Klippel-Trenaunay syndrome, congenital

epithelial cysts, or, in less frequent conditions, infectious or post-traumatic

Received: July 28, 2024 triggering events. It typically presents in the neck or axillae, with intra-ab-
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dominal cases accounting for less than 5% of all cases. We present the clinical
case of a 44-year-old male patient who presented with a clinical course of ap-

Copyright © 2024 by author(s) and proximately one month, characterized by progressive abdominal pain associ-
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ated with nausea, multiple episodes of emesis, anorexia, and involuntary weight

loss. A diagnostic laparoscopy was performed, revealing a poorly differenti-
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ated lesion in the splenic topography, for which a biopsy was performed, lead-
ing to the definitive diagnosis. In this scenario, splenic lymphangioma should
be considered among the differential diagnoses of persistent abdominal pain,
and definitive interventions should be determined based on clinical character-
istics.
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1. Introduction

Lymphangiomas are benign malformations of the lymphatic system, usually diag-
nosed in the pediatric population before the age of 2, and are exceptional in adult-
hood, typically occurring in individuals under 20 years of age [1] [2]. This pathol-
ogy is typically located in the neck in 75% to 80% of cases and in the axillary region
in 20% of cases, where they are termed cystic hygromas [2] [3]. Intra-abdominal
localization is rare, accounting for less than 5% of the cases described in the liter-
ature, with the mesentery, retroperitoneum, and omentum being the most com-
mon sites [2] [3]. Splenic lymphangioma is particularly atypical, with only 9 cases
reported between 1990 and 2010 [2]. Among benign primary splenic tumors, lym-
phangioma is reported by some authors to occur in just 0.007% of autopsies and
surgical interventions [2]-[4].

In the adult population, lymphangiomas are more common in women, with a
theorized estrogen-mediated accelerated growth, and their clinical course is gen-
erally asymptomatic [2]-[4]. When symptoms do occur, the most common are
abdominal pain, anorexia, nausea, emesis, and, in some cases, involuntary weight
loss [1]-[6]. However, the diagnosis of lymphangioma in adults presents a chal-
lenge due to its predominantly silent clinical course and the low specificity of
symptoms when they do present [6]-[8]. This is further complicated by the rarity
of the disease in adults, creating a gap in the medical literature and making it dif-
ficult to develop evidence-based diagnostic and therapeutic protocols.

Lymphangiomas are histologically classified based on the characteristics of the
affected lymphatic ducts, with the main point of differentiation being the size of
the ducts. The classification includes three main types: capillary or supermicrocys-
tic, cavernous or microcystic, and cystic or macrocystic [2]-[4]. Their presentation
may be solitary, small, subcapsular, or multicystic, which should raise suspicion of
other diseases, such as Klippel-Trenaunay syndrome [2]-[5]. Fewer than 300 cases
of splenic lymphangioma have been reported in the literature, and reports in Co-
lombia are even more scarce [2] [5].

Regarding imaging characteristics, lymphangiomas are typically identified us-
ing ultrasound, computed tomography (CT), or magnetic resonance imaging (MRI)
[9]. On ultrasound, lymphangiomas usually appear as anechoic lesions with thin
septations and well-defined walls [9] [10]. CT scans may show cystic masses with
liquid density, with internal septations that may enhance with contrast [10]. MRI
is particularly useful for defining the extent of the lesion and its relationship with
adjacent structures, showing lesions with signal intensity similar to fluid on T2
and variable on T'1 depending on protein or hemorrhagic content [10] [11]. In the
case of splenic lymphangiomas, the imaging presentation is often similar, though
they may be confused with other cystic splenic lesions, such as epidermoid cysts,
cystic hemangiomas, and cystic neoplasms, highlighting the importance of differen-
tial diagnosis [9]-[11].

The differential diagnosis of lymphangioma in adults should include other cystic

splenic pathologies, such as splenic cysts, cystic neoplasms, and infectious processes
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like splenic abscesses [1]. Additionally, conditions such as Whipple’s disease and
sarcoidosis, which may manifest with lymphadenopathy and cystic lesions in multi-
ple organs, should be considered [1]-[6]. Accurate differentiation often requires
the combination of advanced imaging studies and, in some cases, histopathologi-

cal confirmation after surgical resection of the lesion [1] [5] [12].

2. Case Presentation

We present the case of a 44-year-old man with no significant medical or surgical
history, who presented with a one-month history of left upper quadrant abdominal
pain. The pain was lancinating, intermittent, and intensified throughout the day,
reaching an intensity of 8/10 on the visual analog scale during exacerbation episodes.
In addition to the pain, the patient reported persistent nausea and multiple epi-
sodes of food-content emesis, with subsequent relief. No significant changes in
bowel habits were noted, but there was a mild sensation of postprandial fullness,
possibly related to stomach compression by the splenic mass.

On physical examination, the patient had normal vital signs, a moderate adi-
pose panniculus, present bowel sounds with 11 peristaltic sounds per minute, and
tenderness in the left upper quadrant associated with a palpable mass, adherent to
deep planes, with irregular borders measuring approximately 1 cm. A contrast-
enhanced abdominal and pelvic CT scan was performed, revealing multiple hypo-
dense, possibly cystic images in the splenic topography, some of which were calci-
fied and enhanced after contrast administration (Figure 1). A more detailed im-
aging characterization was obtained through MRI, which did not differ from the
CT conclusion (Figure 2). Specialized laboratory tests were ordered, showing neg-
ative alpha-fetoprotein (2.38 ng/ml; upper limit 10.9 ng/ml), negative carcinoem-
bryonic antigen (0.1 ng/ml; upper limit 4 ng/ml), and negative CA-19.9 (1.6 U/ml;
upper limit 40 U/ml).

Figure 1. Contrast-enhanced abdominal and pelvic CT: The spleen presents multiple hy-
podense lesions ranging from 14 to 42 mm, some of which deform the splenic contour,
notably one in the anterior aspect with peripheral calcifications.
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Figure 2. Contrast-enhanced abdominal MRI shows multiple rounded, well-defined, cystic
lesions measuring between 10 mm and 40 mm in maximum diameter, with cystic behavior
throughout the sequence, and no contrast enhancement observed.

Given the patient’s clinical course, imaging, and semiological findings, and con-
sidering that the differential diagnosis of splenic lymphangioma includes several
entities that may mimic its clinical and imaging presentation, it is essential to con-
sider benign splenic tumors such as hemangiomas, the most common benign
splenic neoplasms. Another consideration is the non-parasitic splenic cyst, which
presents as a well-defined cystic lesion, generally asymptomatic but capable of
causing pain in some cases. Splenic metastases should also be considered, though
they are rare and typically associated with primary malignancies in other organs,
such as melanoma. Another entity to consider is splenic lymphoma, which typi-
cally manifests as diffuse splenomegaly or focal splenic lesions and may present
with systemic symptoms such as fever, night sweats, and weight loss. Therefore, a
diagnostic laparoscopy was considered for biopsy based on the findings, which
were performed without complications. During the intervention, a friable, easily
bleeding lesion was found in the lower region of the spleen, with a whitish appear-
ance, ulceration, and signs of fibrosis (Figure 3). A biopsy of the lesion was taken,
and the patient was sent for post-operative surveillance. Regarding management,
considering the benign nature of splenic lymphangioma and the absence of acute
complications, a conservative approach to pain management through analgesia
was chosen. The importance of regular follow-up to monitor any changes in clin-
ical presentation or lymphangioma characteristics was explained to the patient.
The conservative treatment resulted in a favorable outcome. Over the weeks of
follow-up, the patient’s abdominal pain gradually subsided until it disappeared,
as did the emetic episodes. Given this positive evolution and clinical stability, the
patient was discharged with recommendations for periodic follow-up.

The pathology report received days later revealed macroscopic and microscopic
findings consistent with a benign mesenchymal lesion, characterized by a prolif-
eration of variably sized vascular structures containing lymph, with no evidence
of malignancy. Immunohistochemistry studies also showed positivity for D2-40

and CD31, supporting the finding of cystic lesions. The patient continues to show
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favorable evolution and is being followed up on an outpatient basis.

Figure 3. Whitish, ulcerated, stony lesion with signs of fibrosis
in the spleen.

3. Discussion

Lymphangiomas are rare lymphatic malformations, typically found in the neck
and axillae [1]. These lesions are more commonly observed in the pediatric pop-
ulation, with their occurrence in adulthood being exceptional, representing less
than 10% of reported cases [2]. Splenic involvement is even rarer, seen in less than
5% of cases, which underscores the need to consider this entity in the differential
diagnosis of patients with chronic abdominal pain, especially when symptoms are
nonspecific [2]-[6]. This point is particularly relevant because, although the liter-
ature describes a higher prevalence in women, the case presented involves a man,
making it an atypical example [1]-[6].

The epidemiology of splenic lymphangiomas is difficult to pinpoint, consider-
ing that it is a very atypical presentation, constituting only 0.007% of primary splenic
tumors detected in autopsies and surgeries [2]-[4]. These lesions can be isolated
or accompanied by other systemic abnormalities, which could suggest the pres-
ence of complex clinical syndromes such as Klippel-Trenaunay syndrome [7] [8].
The underlying pathophysiology of lymphangioma formation is believed to be re-
lated to lymphatic agenesis leading to lymphangiectasia, a condition that results
in the terminal dilation of lymphatic ducts and the subsequent formation of cysts
in the affected organ [12] [13].

The clinical presentation of splenic lymphangiomas tends to be nonspecific,
complicating their diagnosis [2] [14]. The spectrum of clinical presentations varies
from asymptomatic patients, whose diagnosis is incidental, to those with symptoms
such as asthenia, adynamia, weight loss, and hyporexia [2]-[5]. Abdominal pain
is a common manifestation, often accompanied by atypical symptoms such as re-
ferred pain to the shoulder, alterations in bowel habits like constipation or diar-
rhea, and even fever [15].

The diagnosis of splenic lymphangiomas relies heavily on imaging techniques.

Ultrasound, computed tomography (CT), and magnetic resonance imaging (MRI)
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are essential for characterizing the lesions [9]. CT and MRI, in addition to reveal-
ing cystic formations, can detect peripheral satellite lesions, some of which may be
calcified [9]-[11]. Biopsy is crucial for confirming the diagnosis, especially when
combined with immunohistochemical markers such as podoplanin (D2-40), a se-
lective marker of lymphatic endothelium, and CD-31, which indicates the endo-
thelial origin of the cells [2] [5]. Other markers such as CD-34, factor VIII, and
vascular endothelial growth factor receptor 3 (VEGFR-3) can also be useful in the
diagnostic evaluation [2]-[7].

When considering differential diagnoses for splenic cystic lesions, it is essential
to distinguish between primary and secondary cysts [11]. Secondary cysts, or pseu-
docysts, account for about 80% of splenic cystic lesions and generally develop as
a result of trauma, infections, or splenic infarction. These cysts are characterized
by a fibrous capsule without a specific cellular lining [5] [11]. On the other hand,
primary cysts include both parasitic, such as those caused by Echinococcus gran-
ulosus (hydatid cysts), which have distinctive histological features like an inner
germinal layer, an intermediate laminated membrane, and an external fibrous layer
that may contain protoscolices, and non-parasitic ones, which include hemangio-
mas, epithelial cysts (epidermoid or mesothelial), and lymphangiomas, the latter
being the least frequent [2]-[7].

Regarding therapeutic management, complete surgical resection of the spleen
is the treatment of choice for splenic lymphangiomas [2] [5]. Although techniques
such as cyst drainage or aspiration have been used, their outcomes are suboptimal,

which justifies the preference for total splenectomy in cases where it is warranted

(2]-[7].

4. Conclusion

Splenic lymphangioma is a rare benign tumor typically observed in the pediatric
population, with a much lower incidence in adults. This case demonstrates the
importance of considering this condition in the differential diagnosis of abdominal
pain, especially when the presentation is nonspecific. Imaging studies and his-
topathological confirmation are essential for diagnosis. Management should be in-
dividualized based on the patient’s clinical presentation, and conservative treatment

can result in a favorable outcome, as evidenced by this case.
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