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Case Report

Successful removal of a giant hemolymphangioma of the
duodenum and the head of pancreas in a 15-year-old male patient
with pancreatoduodenectomy: a case report and literature review
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Abstract: Duodenum and pancreas hemolymphangioma is a type of rare benign neoplasm.
Pancreatoduodenectomy (PD) is a procedure known to be associated with high risk of complication. A
review of literature published before December 2015 found only five hemolymphangioma cases that were
treated with PD. We presented a case of a hemolymphangioma in a 15 years old male patient with a tumor of
16x11x8 cm’ in size localized at the duodenum and pancreatic head. The patient had intermittent epigastric
pain for 2 weeks before he was admitted to our hospital. Physical examination showed a huge mass in the
right upper abdomen. Computed tomography (CT) indicated that the lower end of common bile duct
and the second part of duodenum were extrinsically surrounded by a large retroperitoneal tumor. PD was
performed and tumor was removed completely. Post-surgical diagnosis confirmed the tumor originated
from duodenum and pancreas. There were no major complications in perioperative period, and the patient
was discharged at the 14™ day post-surgery. The patient was in good physical condition during follow-
up visit 6 months after surgery. In conclusion, although PD is a procedure with high risk of postoperative
complications, for some cases with benign lesions, it can still be a choice for a complete excision, which can

significantly decrease the opportunity of recurrence and increase the rate of cure.
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Introduction

Hemolymphangioma on duodenum and pancreas is a rare
benign cystic tumor. Only a few “single case” reports were
found describing hemolymphangioma originated from
pancreas in the published literature (1-6), and even fewer
cases with tumor affecting also the duodenum. Cystic vascular
tumors of the pancreas accounted for 0.1% of all pancreatic
tumors (7). There is no distinguishing symptom in patients
with hemolymphangioma, until a substantial tumor mass has
grown in the abdominal cavity that is usually accompanied
with epigastric discomfort/pain. In this case report, we
presented a case of hemolymphangioma of duodenum and
pancreatic head in a 15-year-old male patient.
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Case presentation

A 15-year-old male patient was hospitalized on the April
26, 2016 who complained of intermittent epigastric pain/
dull discomfort for approximately 2 weeks. The patient
was generally in good condition with no vomiting,
stomachache, or jaundice. Physical examination detected a
large abdominal mass in the right upper quarter. Abdominal
enhanced computed tomography (CT) showed that the
lower end of common bile duct and the duodenum were
surrounded and compressed by a polycystic retroperitoneal
tumor which had extended to the back of the celiac artery
and the head of pancreas (Figures 1,2). Laboratory tests
for both carcinoembryonic antigen (CEA) and cancer
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Figure 1 Abdominal computed tomography demonstrating
a tumor mass surrounding the descending duodenum in the

abdominal cavity.

Pancreas

Figure 2 Retroperitoneal cystic neoplasm extending to the back of
the celiac artery and stuck to the pancreatic head.

antigen 19-9 (CA19-9) were negative. During laparotomy,
a dark-blue cystic, retroperitoneal tumor was found
extending from the descending (vertical) second division
of the duodenum to the pancreatic caput and part of
pancreas (into the duodenal loop). The tumor infiltrated
to the lower part of the common bile duct, pylorus; and
tightly adhered to the duodenum and the head of the
pancreas. Due to its highly integrated nature with affected
organs, a mass of 16x11x8 cm’ along the surface of the
duodenum and the neck of the pancreas was removed by
pancreatoduodenectomy (PD) (Figure 3). The alimentary
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Figure 3 Image of a large cystic, retroperitoneal tumor. (A) The
location of the tumor; (B) the size of the tumor. The thick-walled
cystic tumor (extending into the duodenal loop), the descending
(vertical) and part of the transverse division of the duodenum, the
head of the pancreas, the lower part of the common bile duct, and

the pylorus, were tightly adhered.

continuance was rebuilt with modified Child procedure.
The patient had no severe peri-operative complications, and
was discharged at 14 days after surgery.

The tumor was polycystic filled with bloody fluid.
Under microscope (Figure 4), the tumor showed a tissue
consisting of lymphatic and blood vessels with polycystic
spaces. Part of the duodenum wall and the parenchyma
of the head of pancreas were infiltrated by neoplasia of
duodenum wall cells. Histology confirmed the diagnosis
as hemolymphangioma with the origin from the wall of
duodenum and the pancreas.
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Figure 4 The low-power view showing a soft tissue mass with
polycystic spaces consisted of lymphatic and venous vessels (HE
staining, x100). Histopathology for the specimen was characterized
by a thin wall cover by endothelium containing smooth muscle,
adipose cells, and lymphatic tissue, and positive for CD31, CD34,
SMA, VIII factor, and CD68; Ki-67 index <1%; S-100, HMB45,
CK, D2-40, and HMB45 were negative.

Discussion

Hemolymphangioma originated from retroperitoneal
organs is a very rare benign lesion that can be caused
by congenital malformation of the vascular system. The
obstruction of the venolymphatic communication between
dysembrioplastic vascular tissue and the systemic circulation
could be the major mechanism of tumorigenesis (5). These
lesions may also arise from the pancreatic parenchyma (5).
Tumors arising from the pancreas are usually large in size
with a diameter of more than 10 cm, and can be most
commonly found at the caput of pancreas. Generally,
the tumor is a large soft cystic neoplasm with a thin or
thick wall, having multiple thin septa with various sizes
cyst cavities containing bloody fluid and sometimes clear
lymphatic fluid. Microscopically, the tumor consists of
abnormal lymphatic and blood vessels with polycystic
spaces. These cysts have connective septa covered by
endothelium.

At early stage patient could be asymptomatic for a long
time because of the relative small size of the tumor. At later
stage, abdominal pain and awareness of abdominal mass are
the most common symptoms that brought patients to the
clinic. Other symptoms such as vomiting and nausea may
present at a later stage when tumor becomes bigger. Even
though it’s very rare, tumor compression of the common
bile duct may cause jaundice.

Usually the tumor is non-invasive, however, there is
one report of tumor invasion into duodenum by a Japanese
group, resulting in internal bleeding and severe anemia (6).
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Similarly in our case, the tumor was found invasive that
it infiltrated into the second and the third part of the
duodenum, and tightly adhered to the caput of the pancreas,
which made it difficult to distinguish the tumor origin from
the duodenum or/and the pancreas.

Diagnosis of hemolymphangioma of the duodenum
and the pancreas can be complicated by its rarity and the
absence of clinical manifestation. A careful differentiation
diagnosis should be considered with some other rare lesions
before surgery (7,8). Laboratory tests are frequently normal
although slight increases of alkaline phosphatase and
gamma-glutamyl transferase were reported (4). Serum CEA
and CA19-9 are always within normal limits. Before surgery,
imaging techniques such as ultrasonography, abdominal CT,
and magnetic resonance imaging are commonly applied for
assessment of tumor’s size, relationship between lesions and
affected organs, and a clinical diagnosis. Correct differential
diagnosis for histological type of the tumor should be
achieved peri- or post-operationally, considering with
other similar lesions including pseudocyst, lymphangioma,
serous mucinous tumors, sarcoma, enteric duplication cyst,
and other cystic tumors (8). The final diagnosis should
be based on a combination of clinical, radiological, and
histopathological findings. In the period of postoperative
follow-up, ultrasonography may be sufficient for recurrence
assessment.

Surgical treatment including local resection of this tumor
is a definitive modality, and the operative principal should
be that the tumor be enucleated with the affected section
of the related organ excised. In most cases, local resection
is usually sufficient due to its benign nature. In our case,
however, PD was performed since the tumor was too tightly
adhered to the duodenum and the head of the pancreas to
be separated. With careful perioperative assessment and
correct postoperative management all cases treated with
PD in the literature demonstrated good prognosis as it did
in our case (9). After a complete excision of the lesion, the
chance of recurrence seems extremely low. In this case, the
patient is tumor free at the 6-month follow-up. However,
a careful and long-term follow-up should always be offered
by the surgeon (10).

Conclusions

Hemolymphangioma originated from the pancreas and
duodenum in youth and adults is a rare benign tumor,
and our case was the first one with the tumor affected the
duodenum and pancreas at the same time. Because of its low
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incidence, awareness of the tumor is important for a correct
preoperative and perioperative management. PD could be
an option for a complete resection of tumor and affected
organ when necessary.
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