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ABSTRACT

Lymphangioma usually occurs in children and usually in-
volves the skin. Mesenteric lymphangiomas are extremely rare
in adults (1,2,3). Lymphangioma of the small-bowel mesentery
is rare, representing less than 1% of all lymphangiomas (4).

We report a case of a 62-year-old female who presented
with abdominal pain, discomfort, nausea and vomiting. Pre-
operative tests including abdominal ultrasonography and
magnetic resonance imaging were performed, but they could
not accurately determine the nature of the tumour. Laparot-
omy was performed; the tumour was excised completely, and
a large cystic tumour of the small bowel mesentery was found.
Histopathological examination diagnosed the tumour as a
cystic lymphangioma. Lymphangiomas are extremely rare,
especially in the abdomen of adults, and are asymptomatic
for the most part; they often present as acute abdominal con-
ditions, causing life-threatening complications such as sec-
ondary infection, rupture with haemorrhage, and volvulus
or intestinal obstruction when the tumour increases in size,
requiring emergent surgery. Lymphangioma is often difficult
to diagnose, and surgical resection is selected in many cases
for both diagnosis and treatment.
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SAZETAK

Limfangiom se obicno javija kod dece, najcesée na kozi.
Mezentericni limfangiomi su izuzetno retki kod odraslih.
Mezentericni limfangiom tankog creva je retka pojava i obu-
hvata manje od 1% svih limfangioma.

Predstavljamo slucaj Zene stare 62 godine koja je ima-
la tegobe u vidu bola u trbuhu, nelagodnosti, mucnine
i povracanja. Preoperativna ispitivanja, koja su radena
ukljucujudi ultrasonografski pregled abdomena i magnet-
nu rezonancu, nisu mogla tacno odrediti prirodu tumora.
Ucinjena je laparotomija i tumor je izvaden u celosti. Ot-
kriven je veliki cisti¢ni tumor mezenterijuma tankog creva.
Histopatoloskim pregledom dijagnostikovan je tumor kao
cisticni limfangiom. Iako su limfangiomi izuzetno retki, po-
sebno u abdomenu odraslih osoba i asimptomatski u veéini
slucajeva, oni Cesto prezentuju kao akutni abdomen, uzro-
kujuéi komplikacije opasne po Zivot, kao Sto su sekundarna
infekcija, ruptura sa hemoragijom, volvulus ili opstrukcija
creva kada se tumor uveéa i koje zahtevaju hitno opera-
tivno lecenje. Limfangiom je Cesto tesko dijagnostikovati, u
mnogim slucajevima je izabrana hirurska resekcija u clju
dijagnostike i lecenja.

Kljucne reci: limfangiom, tanko crevo, cisti¢ni, hirurska
ekscizija
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INTRODUCTION

Lymphangiomas most often occur in the head, neck,
axilla, or groin of young children. Occasionally, the tumour
is also discovered in adults in various other anatomical
sites (3). Approximately 95% of lymphangiomas are found
in the neck and axilla and the other 5% occur in the me-
diastinum and abdominal cavity, including the mesentery,
retroperitoneum and bones (5). Intra-abdominal lymph-
angiomas (fewer than 5%) have been reported in the mes-
entery, gastrointestinal tract, spleen, liver and pancreas
(6). Lymphangiomas are traditionally classified into three
histologic types: capillary (simple), cavernous, and cystic
(7). The capillary type usually originates in the skin and
consists of uniform, small, thin-walled lymphatic spaces.
The cavernous type is composed of various sizes of dilated
lymphatic spaces associated with the lymphoid stroma and
shows a connection with the adjacent normal lymphatic
spaces. The cystic type consists of dilated lymphatic spac-
es of various sizes associated with collagen and smooth-
muscle bundles in the stroma but lacks connection to the
adjacent normal lymphatic spaces. Cystic lymphangioma
findings are similar to cavernous lymphangioma findings
in that dilated lymphatic spaces of variable size are seen for
both (8). The aetiology of lymphangiomas is still unclear.
They are considered to be a congenital dysplasia of lym-
phatic tissue and abnormal development of the lymphatic
vessels during foetal life (9, 10). The histological features of
lymphangioma were first described by Gaudier and Gorse
in 1913 (11). The clinical symptoms of gastrointestinal
and mesenteric lymphangiomas vary from asymptom-
atic to acute abdominal symptoms such as obstruction or
bleeding, according to the size and the localization of the
tumour (10,12,13). The treatment is mainly surgical and
consists of enucleation when feasible. Segmental intestinal
resection is achieved when the cyst adheres intimately to
the bowel (13, 14). The clinical features of intra-abdominal
lymphangiomas are diverse, ranging from an asymptom-
atic abdominal tumour to symptoms of an acute abdomen
(15). Therefore, a mass may be discovered incidentally dur-
ing examination for an unrelated illness.

CASE REPORT

A 62-year-old female was admitted to our hospital for
close examination and treatment due to unexplained in-
termittent abdominal pain especially in the left abdominal
area, abdominal discomfort, nausea and vomiting. She had
no history of abdominal surgery. The symptoms occurred
over the past 6 months.

The physical findings were non-specific. The labora-
tory findings were within the reference ranges, and the
tumour markers (AFP, CEA, CA 19-9, CA 15-3, CA125,
TPS) were negative. Magnetic resonance imaging (MRI) of
the abdomen and pelvis was performed (figure 1a,b). The
patient did not present any other multicentric lymphatic
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Figure la: Sagittal T2-weighted MR image shows a high signal intensity
multilocular lesion in the recto-uterine pouch.

Figure 1b: Axial T1-weighted image shows low signal intensity within the
lymphangioma.

Figure 2: Resected segment of the small bowel with the infiltrating tu-
mour mass

or vascular malformation. Her family and medical history
were unremarkable.

Laparotomy was performed, and the tumour was ex-
cised completely with small-bowel resection and end-to-
end anastomosis. During the laparotomy, a yellowish cystic
tumour with a soft consistency was found in the mesentery
of the ileum (figure 2). The mesenteric mass was lobulated,
cystic and measured approximately 20 mm x 15 mm x 13
mm. The mass consisted of multiple well-defined locules
measuring between 4 mm-10 mm, some were filled with a
milky fluid with a volume of approximately 100 mL. There
was no communication between the cystic mass and the
lumen of the small bowel. The tumour was not adherent to
the wall of the intestine or adjacent organs. No ascites was
seen in the peritoneal cavity, nor was there any dilatation
or inflammatory change of the intestines or mesentery.

Microscopic examination revealed that the cystic walls
comprised of smooth muscle were lined with flat endo-
thelial cells (figure 3). The cystic walls were generally thin.
The stroma showed various sizes of small lymphatic spaces
lined by a flat endothelium. Few subendothelial lymphoid



Figure 3. The intestinal wall revealed lymphatic malformation and pre-
sented irregular vascular channels with propagation into the mesenteric
fat (A, H&E, 20x) containing a scattered collection of smooth muscle in
the walls of the larger vascular channels accompanied by a dense perivas-
cular lymphoid infiltration (B, H&E, 50x).

follicles were observed, supporting the diagnosis of cystic
lymphangioma.

The procedure was tolerated well by the patient, with-
out any clinically significant postoperative complications.
The postoperative period was uneventful, and the patient
was discharged on the fifth postoperative day.

Regular check-ups demonstrated that the patient was
completely symptom and disease free. One year after sur-
gery, an abdominal CT revealed no signs of disease recur-
rence.

DISCUSSION

As many as 90% of lymphangiomas present in children
younger than 3 years, and the sex ratio is roughly equal in
childhood (7). These tumour masses are extremely rare in
adults. These cases account for less than 1 in 20,000 to 1
in 250,000 hospital admissions (16,17), and they are more
frequently observed in men than women with a M/F ratio
of 3:1 (18).

This condition is probably a developmental anomaly of
the lymphatic system, explained by its primary occurrence
in children, with over 80% diagnosed in the first few years
of life (19). This theory would explain why lymphangiomas
occur primarily in children. However, it is suggested that
abdominal trauma, lymphatic obstruction, inflammatory
processes, surgery, or radiation therapy may lead to the
secondary formation of such a tumour (16,17).

A review of the English language literature for the 50-
year period from 1960 to 2009 revealed only 19 reports of
small bowel lymphangiomas (20,21). A total of 40 patients
are reported, with a wide age range at presentation from
5 to 75 years, and an equal gender distribution has been
observed. Of the cases in which a specific anatomical small
bowel location was noted, 24 were within the jejunum and
5 in the ileum (20). Hanagiri and colleagues also docu-
mented an additional 33 patients from the Japanese litera-

ture between 1967 and 1990. In addition to the 19 Eng-
lish literature reports, 8 were from the Far East, including
5 Japanese and 3 Taiwanese manuscripts, suggesting that
there may be a Japanese/Taiwanese predisposition to small
bowel lymphangiomas. In the Japanese language literature,
although the age distribution was comparable, there were
twice as many males as females with an equal distribution
between ileum and jejunum (20).

Lymphangiomas are traditionally classified into three
histologic types: capillary (simple), cavernous, and cystic
(7). The capillary type usually originates in the skin and
consists of uniform small thin-walled lymphatic spaces.
The cavernous type is composed of various sizes of dilat-
ed lymphatic spaces associated with lymphoid stroma and
shows a connection with the adjacent normal lymphatic
spaces. The cystic type consists of dilated lymphatic spac-
es of various sizes associated with collagen and smooth-
muscle bundles in the stroma but lacks connection to the
adjacent normal lymphatic spaces. Cystic lymphangioma
findings are similar to cavernous lymphangioma findings
in that dilated lymphatic spaces of variable size are seen
in both (19).

Patients with mesenteric lymphangiomas are usually
asymptomatic and the mass is discovered only incidentally
during examination or surgery for an unrelated illness un-
til the tumours enlarge. Abdominal pain, the presence of a
palpable mass and distention seem to be the most common
symptoms, but the clinical presentation varies.

The mass is usually discovered only incidentally during
examination or surgery for an unrelated illness; however,
some patients may have acute clinical symptoms caused
by compression of the adjacent structures or by compli-
cations such as infection, perforation, torsion and rupture
(22). However, mesenteric lymphangiomas may cause
complications such as infiltration of the intestine, or in-
volvement of the main branch of the mesenteric arteries or
adjacent organs that necessitate segmental resection of the
intestine (23,24,25)

The reason for reporting this case is to emphasize the
fact that the primary treatment for lymphangiomas is radi-
cal surgical excision, even when asymptomatic, because of
its potential to grow remarkably and invade adjacent struc-
tures or develop complications; they also have a risk of sar-
coma transformation upon irradiation.

Other submucosal tumours, such as leiomyoma, lipo-
ma or other cystic lesions, such as enteric duplication cysts
as well as carcinoid tumours or mucocele, should be con-
sidered as the differential diagnoses. Preoperative inves-
tigations, including CT and MRI, give information about
anatomical position, size and extent of the cysts, but they
are insufficient in establishing an accurate preoperative di-
agnosis (26). Sometimes radical resection might be techni-
cally impossible. If radical surgery is not technically pos-
sible, injection of bleomycin or OK-432 into the tumour
has been reported to be effective (27).

Mesenteric lymphangiomas are very rare, but they can
cause acute abdominal symptoms that require emergent
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surgery. Therefore, they should be included in the dif-
ferential diagnosis of the acute abdominal condition. Al-
though benign in nature, mesenteric lymphangiomas may
cause significant morbidity or mortality due to their large
size and critical location when they compress the adjacent
structures.
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