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Abstract 

Background Lymphangiomas are lesions attributed to congenital malformations of the lymphatic system, or 
acquired chronic obstruction of the lymphatic network due to trauma, radiation, surgical manipulation, inflammation, 
or infection. Overall, lymaphangiomas are rare, and particularly, retroperitoneal lymphangiomas are far more uncom-
mon per reported cases.

Case presentation A 49-year-old Iranian woman presented with a progressive abdominal pain since approximately 
1 month before admission. She was found to have a retroperitoneal lymphangioma after a precise radiological and 
surgical workup.

Conclusion Retroperitoneal lymphangiomas are rare lesions, sometimes indistinguishable from malignant lesions 
originating from pancreas and adjacent organs. Complete surgical removal and histologic evaluation of the lesion is 
the gold standard of treatment and diagnosis.

Keywords Retroperitoneal lymphangioma, Pancreatic ductal adenocarcinoma, Pancreatic cystic neoplasm

Introduction
Lymphangiomas are rare benign lesions originating from 
lymphatic system [1]. They can be detected at any age, 
but the infantile type is more common. Any part of the 
body can be involved, although head and neck, and axilla 
are more commonly affected. Abdominal lymphangi-
omas, especially retroperitoneal forms, are found to be 

rare. It is estimated that less than 1% of overall detected 
lymphangiomas are located in retroperitoneum [2, 3]. 
Their clinical presentation is entirely dependent on the 
place they have arisen from. The compressive effect of the 
tumor on the adjacent organs determines the symptoms. 
Of note, retroperitoneal forms are usually manifested 
by abdominal pain and palpable masses [4]. Ultrasound 
(US), computed tomography (CT), and magnetic reso-
nance imaging (MRI) are modalities used for evalua-
tion of these tumors, which clearly manifest their cystic 
nature. However, the diagnostic accuracy of imaging is 
not sufficient to differentiate these lesions from other 
cystic/solid-cystic lesions. This may be in part due to 
their inflammatory changes which obscures their lym-
phatic origin. Given that, histologic confirmation is a 
necessity for definite diagnosis of lymphangiomas [5, 6]. 
Complete resection of these lesions is recognized as the 
treatment of choice [6].
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Case presentation
A 49-year-old woman presented to the gastroenterol-
ogy clinic of Taleghani Hospital, a tertiary academic 
hospital with a persistent epigastric pain radiating to 
the back for 1 month before admission. The nature of 
the abdominal pain was exacerbating over time. It did 
not alter by fasting or eating. She denied any altera-
tion in bowel habits, but recently suffered from poor 
appetite, early satiety, and nausea after eating. She did 
not have any systemic signs and symptoms. Her past 
medical history was unremarkable except for uterine 
fibroids. Her family history was positive for pancre-
atic ductal adenocarcinoma and gastric adenocarci-
noma in her second-degree-relatives. On admission, 
she was uncomfortable but her vital signs were within 
normal limits. Her physical examination revealed only 
a mild to moderate tenderness in epigastrium, with-
out any rebound tenderness or guarding. A complete 
blood count revealed mild anemia with white blood 
cells (WBC) 5100 cells/mm3, hemoglobin (Hb) 11.2 g/
dl, and platelets (plt) 210,000/µl. Further evaluations 

for anemia demonstrated a microcytic and hypochro-
mic anemia with a serum iron profile compatible with 
iron-deficient anemia. Erythrocyte sedimentation rate 
(ESR), renal function tests, liver function tests, pan-
creatic enzymes, coagulation tests, and serum biliru-
bin level were all within normal limits. Tumor markers 
such as cancer antigen 19-9 (CA19-9), α-fetoprotein, 
and carcinoembryonic antigen (CEA) were all within 
normal ranges. Abdominopelvic ultrasound revealed 
a heterogeneous hypo- and hyperechoic lesion about 
48 × 40   mm2 at the head of the pancreas, adjacent 
to the liver hilum. Color Doppler study of major 
abdominal vessels was unremarkable. Spiral chest CT 
scan was normal. Abdominopelvic CT scan showed 
a well-defined hypodense lesion measuring about 
45 × 46   mm2 in size, which resembled a soft-tissue 
mass of unknown origin, without clear enhancement, 
near celiac trunk with abutment of left gastric artery. 
Adjacent mesenteric vessels were severely engorged. 
An increased gastric wall thickness was noted and 
porta hepatis lymph nodes (smaller than 10 mm) were 
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Fig. 1 A–D Abdominopelvic CT scan reveals a well-defined hypodense lesion (A marked with red arrow) measuring about 45 × 26  mm2 in size, 
which resembles a soft-tissue mass of unknown origin, without clear enhancement near celiac trunk (A marked with blue arrow), and abutting left 
gastric artery (B its origin is marked with yellow arrow)
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also detected (Fig.  1). To precisely assess the men-
tioned lesion, an endoscopic ultrasound (EUS) was 
utilized, which demonstrated a hypoechoic lesion 
measuring about 43 × 45   mm2 lying at the posterior 
wall of the stomach. Abutment of the left gastric artery, 
and a short segment of celiac trunk without clear 
obstruction by the lesion was detected. Abutment of 
celiac branches made us worried about the malignant 
and progressive potential of the lesion, although nor-
mal size of pancreatic duct (PD) and common bile duct 
(CBD) was against the diagnosis of adenocarcinoma. 
Elastography strain ratio of the lesion was estimated to 
be 22 (Fig. 2). To have a definite diagnosis, fine needle 
aspiration (FNA) using EUS-FNA needle 19-gauge was 
performed, which was unfortunately indeterminate 
for malignant cells or other diagnoses (Fig.  3). Incon-
clusive results of FNA made us proceed with surgical 
resection of the lesion. Surgical exploration revealed 
a retroperitoneal tumor adherent to celiac trunk, pan-
creas, and left gastric artery. It was resected and was 
sent for pathologic evaluation. Damaged arteries were 
reconstructed. Histologic assessment of the resected 
mass revealed large lymphatic channels with periph-
eral lymphoid aggregations embedded in a loose con-
nective tissue stroma, which are diagnostic for benign 
vascular neoplasms, including lymphangioma (Fig. 4). 
The patient hereby signed a written informed consent 
for participation in this report, as she was explained 
that her name and data will completely be omitted 
from the documents and images.

Discussion
Lymphangiomas are slow-progressing tumors that are 
not reported to harbor malignant potential [1]. The 
known etiologies of lymphangioma are the anomalous 
connection between lymphatic and venous network, 
which is commonly seen in children, as well as traumatic 
degeneration of lymphatic system by radiation, inflam-
mation, infection, and surgical resection, resulting in 
chronic obstruction of lymphatic system [2, 7, 8]. Histo-
logically, they can be cystic, capillary, or cavernous [7]. 
Retroperitoneal lymphangiomas are rare and are more 

Fig. 2 Endoscopic ultrasound study demonstrated a hypoechoic lesion measuring 43 × 35  mm2 lying at the posterior wall of the stomach. Tumor 
encasement of the left gastric artery and a short segment of celiac trunk without obstruction was detected. Elastography strain ratio of the lesion 
was estimated to be 22

Fig. 3 Fine needle aspiration of the lesion
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commonly seen before the age of 20 years. Our case was 
a 49-year-old woman with retroperitoneal lymphangi-
oma, presenting with abdominal pain. Our patient’s age, 
her positive family history for pancreatic ductal adeno-
carcinoma, and location of the tumor, which was adja-
cent to the head of the pancreas, raised suspicion of other 
cystic neoplastic tumors like intraductal papillary muci-
nous neoplasms (IPMNs), mucinous cystic neoplasms 
(MCNs), and pancreatic adenocarcinomas. Other benign 
lesions including pseudocysts, hydatid cysts, and cav-
ernous hemangiomas were included in the differential 
diagnosis of the reported lesion since further findings, 
such as normal appearance of PD and CBD, abutment 
of celiac branches, and elastography strain ratio of about 
22, were confusing and not truly indicative of malignant 
or benign lesions. The wide range of differential diagno-
ses for the detected lesion made us proceed with EUS-
FNA, which is a more accurate diagnostic technique for 
evaluation of pancreatobiliary region. Unfortunately, 
samples obtained from FNA did not provide a definite 
diagnosis. Inconclusive results and significant symptoms 
of the patient, which were attributed to the lesion, neces-
sitated the surgical resection of the tumor. Histologic 
evaluation eventually revealed the lymphatic origin of the 
lesion, including large lymphatic channels in loose con-
nective tissue stroma with peripheral lymphoid aggre-
gations, which were compatible with lymphangioma. A 
large number of cases with retroperitoneal lymphangi-
oma are asymptomatic, so these tumors are inciden-
tally discovered when imaging has been performed for 
other reasons. Among the rare reported symptoms, 
abdominal pain is more common and is attributed to the 

compressive effect of the mass to the adjacent organs. An 
acute abdomen would be anticipated following probable 
complications like intestinal obstruction, cystic infection, 
intracystic/intraperitoneal/retroperitoneal hemorrhage, 
torsion, and cystic rupture [4]. Per the revised literature, 
hematoma, abscesses, duplication cysts, ovarian cysts, 
teratoma, mesothelioma, cystic metastases, lymphangio-
sarcoma, and pancreatic cystic neoplasms are considered 
as differential diagnoses of retroperitoneal lymphangi-
oma [7]. In the literature, US study of lymphangioma 
usually reveals well demarcated, unilocular, or multi-
locular cysts with scattered echoes [9]. CT images reveal 
well-defined homogeneous cysts with prominent walls 
and distinct septations. These images can accurately pro-
vide definite information on the structure and location of 
these tumors [10]. MRIs also help to visualize these cysts, 
as they have distinct characteristics in T1 and T2 images 
[11]. Recurrence after complete and incomplete resec-
tion of the lymphangioma has been reported to be about 
7% and 50%, respectively. So, free margin of surgically 
resected tumor is the cornerstone of the treatment [12]. 
One-year follow-up of the patient revealed complete res-
olution of the abdominal pain and no diagnostic features 
of recurrence on CT imaging.

Conclusion
Retroperitoneal lymphangiomas are rare lesions with 
nonspecific symptoms and indistinct imaging clues, 
which make the diagnosis challenging. When located 
adjacent to the pancreas or peripancreatic major vessels, 
differentiation of pancreatic adenocarcinoma or pancre-
atic cystic lesions, which harbor a malignant potential, is 
of clinical importance. Histologic evaluation of the lesion 
maybe the gold standard of definite diagnosis. Surgical 
removal of the lesion is the standard method of therapy 
for symptomatic lesions.

Acknowledgements
We are kindly grateful for the help of the staff of Research Institute for 
Gastroenterology and Liver Diseases (RIGLD) in gathering required data and 
providing required equipment.

Author contributions
HAA: ERCP, EUS, preparing Figs. 1, 2, 3, and critical review. AR: surgery of the 
patient, and preparing Fig. 4. AS: ERCP, EUS, preparing Figs. 1, 2, and 3. HR: 
writing discussion. GS: writing manuscript. NS: writing manuscript. PKM: cor-
responding author, and writing manuscript. All authors read and approved the 
final manuscript.

Funding
All the procedures and equipment in this study were supported by the 
budget of gastroenterology and hepatology research center of Shahid 
Beheshti University of Medical Sciences (RIGLD).

Availability of data and materials
All the laboratory tests, imaging reports, and images are available in the 
archives of the patients referred to the Research Institute for Gastroenterology 
and Liver Diseases (RIGLD).

Fig. 4 Large lymphatic channels in loose connective tissue 
stroma with peripheral lymphoid aggregations compatible with 
lymphangioma



Page 5 of 5Asadzadeh Aghdaei et al. Journal of Medical Case Reports           (2023) 17:93  

•
 
fast, convenient online submission

 •
  

thorough peer review by experienced researchers in your field

• 
 
rapid publication on acceptance

• 
 
support for research data, including large and complex data types

•
  

gold Open Access which fosters wider collaboration and increased citations 

 
maximum visibility for your research: over 100M website views per year •

  At BMC, research is always in progress.

Learn more biomedcentral.com/submissions

Ready to submit your researchReady to submit your research  ?  Choose BMC and benefit from: ?  Choose BMC and benefit from: 

Declarations

Ethics approval and consent to participate
The reported patient in the study was demanded to read and sign a written 
informed consent for participating in the study. It was explained that the 
name and data of the patient would be omitted from all images in the study.

Consent for publication
Written informed consent was obtained from the patient for publication of 
this case report and any accompanying images. A copy of the written consent 
is available for review by the Editor-in-Chief of this journal.

Competing interests
There is no conflict of interest in the study.

Received: 1 November 2022   Accepted: 31 January 2023

References
 1. Chaker K, Sellami A, Ouanes Y, et al. Retroperitoneal cystic lymphangioma 

in an adult: a case report. Urol Case Rep. 2018;18:33–4.
 2. Fattahi AS, Maddah G, Motamedolshariati M, et al. Chronic low back 

pain due to retroperitoneal cystic lymphangioma. Arch Bone Jt Surg. 
2014;2:72–4.

 3. Davidson AJ, Hartman DS. Lymphangioma of the retroperitoneum: CT 
and sonographic characteristic. Radiology. 1990;175:507–10.

 4. Surlin V, Georgescu E, Dumitrescu C, et al. Retropancreatic cystic 
lymphangioma–considerations upon a case. Rom J Morphol Embryol. 
2011;52(Suppl):493–6.

 5. Bhavsar T, Saeed-Vafa D, Harbison S, et al. Retroperitoneal cystic lym-
phangioma in an adult: a case report and review of the literature. World J 
Gastrointest Pathophysiol. 2010;1:171–6.

 6. Serrano BV, Bernal NA, Moreno BC, Romero RR, Ortega FS. Abdominal 
cystic lymphangiomas: US and CT findings. Eur J Radiol. 1995;19(3):183–7.

 7. Gachabayov M, Kubachev K, Abdullaev E, et al. A huge cystic retrop-
eritoneal lymphangioma presenting with back pain. Case Rep Med. 
2016;2016:1–3.

 8. Faul JL, Berry GJ, Colby TV, et al. Thoracic lymphangiomas, lymphangiec-
tasis, lymphangiomatosis, and lymphatic dysplasia syndrome. Am J Respir 
Crit Care Med. 2000;161(3):1037–46.

 9. Kasza J, Brody FJ, Khambaty F, et al. Laparoscopic resection of a retroperi-
toneal cystic lymphangioma in an adult. Surg Laparosc Endosc Percutan 
Tech. 2010;20:e114–6.

 10. Bonhomme A, Broeders A, Oyen RH, et al. Cystic lymphangioma of the 
retroperitoneum. Clin Radiol. 2001;56:156–8.

 11. Ionescu C, Ionescu M, Dumitrascu T. Retroperitoneal cystic lymphangi-
oma in a patient with previous surgery for seminoma: a case report. 
Mædica. 2012;7:180–2.

 12. Wang X, Meng S, Duan K, Hu Y, Wei F. Treatment of retroperitoneal cav-
ernous lymphangioma: a case report. Chin Med Sci J. 2020;35(3):283–328.

Publisher’s Note
Springer Nature remains neutral with regard to jurisdictional claims in pub-
lished maps and institutional affiliations.


	Retroperitoneal lymphangioma as the final diagnosis of a middle-aged woman with abdominal pain: a case report
	Abstract 
	Background 
	Case presentation 
	Conclusion 

	Introduction
	Case presentation
	Discussion
	Conclusion
	Acknowledgements
	References


