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ABSTRACT
Context The retroperitoneum is an uncommon location for primary lymphomatous involvement. The retro-peritoneal localization is 
extremely rare and its diagnosis is often difficult. Because of the uncommon anatomic location, the diagnosis and subsequent management 
of these patients tend to be difficult for both pathologists and clinicians. Initial presentation of disease in this site (primary retroperitoneal 
lymphoma) is considered to be rare, especially when its presentation simulates a pancreatic cancer. Case report We report the case 
of a 63-year-old female affected by an extra-nodal non-Hodgkin lymphoma with an unusual clinical demostration, obstructive jaundice, 
presenting as a large retroperitoneal mass with an unusual clinical presentation mimicking pancreatic neoplastic disease. Retroperitoneal 
lymphoma invaded the pancreatic head and this caused obstruction at the biliary level. The patient, except for the presence of jaundice, 
remained asymptomatic all the time. The patient was treated with R-CHOP chemotherapy after percutaneous drainage of the bile duct. The 
chemotherapy dose was adjusted by hyperbilirubinemia. She had no significant toxicity and after four cycles of chemotherapy she had a 
partial treatment response. Conclusion The patient has completed eight chemotherapy cycles and now radiotherapy is being performed. 
10-month of follow-up since diagnosis. We do not find similar cases in the literature. A brief review of literature is provided.
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INTRODUCTION
Lithiasis is the most common cause of obstructive 

jaundice followed by tumors. However, obstruction 
by lymphoproliferative processes is extremely rare, 
especially if it is a retroperitoneal lymphoma. Besides, 
diffuse large B-cell lymphoma (DLBCL) primarily arising 
in the retroperitoneal region has been rarely reported.

Lymphoma  is a heterogeneous neoplasms group 
originating from lymphocytes [1] and until 40% of all patient 
with lymphoma have an extranodal lymphoma. DLBCL 
is the most common histological subtype of NHL [2]. The 
retroperitoneal localization is extremely rare and its diagnosis 
is often difficult [3, 4]; during postKmortem studies of NHL 
patients an incident of less than 1% was noted [3]. It often 
requires a time consuming and costly diagnostic workup.

We report the clinical case of a female who presented 
to our hospital with jaundice due to a retroperitoneal 
lymphoma. It invaded the pancreas and simulated a 
primary pancreas tumor.

CASE REPORT

A Sixty-three-year-old female presented with 7-day 
history of obstructive jaundice and soft abdominal pain. 
The patient denied any other symptomatology. Ultrasound 
of the abdomen revealed a mass in the head of the pancreas.

Laboratory tests showed direct hyperbilirubinemia, 
mild elevation of transaminases and significant elevation 
of alkaline phosphatase, indicating obstructive jaundice. 
Carbohydrate antigen 19-9, Carbohydrate antigen 125 
and beta-2 microglobulin were elevated (103 IU/mL, 
75.5 IU/mL and 2.65 mg/L respectively). There was also 
coagulation times alteration (Prothrombin Time 16.20 
seconds, INR 1.4, activated Partial Thromboplastin Time 
38 seconds).

Computerized tomography (CT) showed a mass of soft 
tissue density contacting the pancreas head, from which it 
seems to depend, and dilating the common bile duct. This 
mass also included inferior vena cava and the aorta and 
displaced the mesenteric vessels. Other metastatic lesions 
were not observed (Figure 1). 

 Fine needle aspiration cytology (FNAC) under control 
by endoscopic ultrasound was negative for neoplastic 
cell. Some days later, a ERCP (endoscopic retrograde 
cholangiopancreatography) was performed, and we 
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observed a deformation by compression of the bulb and 
second duodenal portion, without being able to cannulate 
the papilla. Percutaneous transhepatic catheter (PTC) of 
the bile duct and core needle biopsy (CNB) was performed. 
At that time, total bilirubin (TB) was at 21.31 mg/dl 
and direct bilirubin was at 20.6 mg/dl. New magnetic 
resonance imaging showed an increase of the lesion from 9 
to 13 cm in its major axis in less than fifteen days. The CNB 
sample was positive for diffuse large B-cell lymphoma. 
The immunohistochemical staining was positive for the 
following antigens: CD20, bcl-6, MUM-1 and bcl-2. It was 
negative for CK, CD3, Cd5, CD10 and CD23. Ki67 (cell 
proliferation index) was higher than 90% (Figures 2, 3).

Bone marrow aspirate/biopsy (BMAB) was negative. 
FDG-PET (Fluorodeoxyglucose positron emission 
tomography) was performed and, in addition to the 
retroperitoneal lesion, showed a right femur metastasis. 
Based on these data, the disease was stage IV, according to 
the Ann Arbor classification.

Twelve days after PTC, when TB decreased to 4.49 mg/dl, 
the patient was treated by Rituximab-CHOP chemotherapy. 
The dose was adjusted by hyperbilirubinemia: standard 
dose of rituximab, 1000 mg cyclophosphamide 
intravenously, 1 mg vincristina intravenously and 25% 
of doxorubicin dose intravenously on day 1. In the third 
cycle, it was possible to continue with full doses since 
bilirubin had normalized. In addition, from the beginning 
of rituximab, we had to start treatment with lamivudine 
for positive hepatitis B virus serology (Anti-HBc and Anti-
HBs positive), and it should be continued until 12 months 
after the last dose of rituximab, as a VHB reactivation 
prophylaxis. Epstein Barr virus, hepatitis C virus and 
HIV were negative. At the fourth cycle of chemotherapy, 

according to the standard RECIL (Response Evaluation 
Criteria In Lymphoma) criteria, our patient presented a 
partial response, with a significant reduction in tumor size 
(4.2×4.8×10 cm, previously 9.2×10×14.8 cm). PTC could 
be removed in the sixth cycle, when a plastic prosthesis 
could be placed by ERCP due to the decrease in tumor size. 
The patient has completed eight chemotherapy cycles and 
now radiotherapy is being performed. From the moment 
of diagnosis, the patient has a 10-month of follow-up 
with good performance status and stable tumor size since 
fourth chemotherapy cycle.

DISCUSSION
A primary retroperitoneal localization of non-

Hodgkin's lymphoma (NHL) is quite rare and, according to 
our knowledge and after review of literature (Tables 1, 2), 
a retroperitoneal diffuse large B-cell lymphoma (DLBCL) 
with pancreatic invasion and obstructive jaundice has not 
yet been described.

Lymphoma is a heterogeneous neoplasms group 
originating from lymphocytes [1] and until 40% of all 
patient with lymphoma have an extranodal lymphoma. 
DLBCL is the most common histological subtype of 
NHL [2]. Nearly 70% of lymphomas present a generally 
multilocalized, single or multiple lymphoadenomegaly, 
with involvement in almost 30-40% of latero-cervical 
lymphonodes. The retroperitoneal localization is extremely 
rare and its diagnosis is often difficult [3, 4]; during post-
mortem studies of NHL patients an incident of less than 
1% was noted [3]. It often requires a time consuming and 
costly diagnostic workup. On the other hand, primary 
pancreatic lymphomas (PPL) is a rare entity that accounts 
for about 0.5% of pancreatic tumors [5] and less than 1% 

Figure 1. Computerized tomography showed a mass contacting the pancreas head, from which it seems to depend.
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Figure 2. (a, b). Hematoxylin eosin. Discohesive cell population of atypical large lymphocytes. CD20 positive shows the nature B of lymphocytes. CD5 
negative shows the low cellularity of T lymphocytes.

Figure 3. Cell proliferation index (Ki67) higher than 90%.

Author Year Sex/Age Location Pathology Clinical 
Presentation Treatment

Kim et al. [12] 1978 Male/46 Retroperitoneal Histiocytic lymphoma Pain NA
Moreira et al. [13] 1990 Female/54 Retroperitoneal Lymphoma Pain NA
Kalil et al. [14] 2004 NA Retroperitoneal NHL NA PD+CMT
Poves et al. [15] 2012 Female/66 Retroperitoneal Lymphoma Mass CMT
Ravindhran [2] 2017 Man/39 Retroperitoneal DLBCL Pain CMT

Table 1. Retroperitoneal lymphoma with pancreas affectation.

CMT chemotherapy; DLBCL diffuse large B cell lymphoma; NA not available; NHL Non-Hodgkin lymphoma; PD pancreaticoduodenectomy.
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of NHL [6]. Although almost 30% of NHL can affect to the 
pancreatic gland, less than 1% are considered PPL [5]. The 
PPL diagnosis needs the next criteria: dominant mass in 
the pancreas, the absence of superficial or mediastinal 
lymphadenopathy on chest imaging, a normal leukocyte 

count in the peripheral blood, and the absence of hepatic 
or splenic involvement [7, 8]. Our patient had a large size 
neoplasm that invaded the pancreas (initially without being 
able to rule out a primary pancreatic neoplasm, although 
the radiological behaviour was not typical and the major 

Author Year Sex/Age Location (number) Pathology Clinical 
Presentation Treatment

Shtamler et al. [16] 1988 Female/31 Head of pancreas Difusse histiocytic 
lymphoma Jaundice PD+CMT

Webb et al. [17] 1989 4 males and 5 
female/49-76 Pancreas

Histiocytic lymphoma 
(6), Mixed lymphoma 
(2), Lymphocytic (1)

Weight loss, jaundice Surgery

Hirabayashi et al. [18] 1991 Male/74 Head of pancreas B-cell lymphoma Pain DP
Joly et al. [19] 1992 Female/23 Head of pancreas B-cell lymphoma NA PD+CMT

Van Beers et al. [20] 1993 5 males and 3                        
females/26-77

Head of pancreas (5), body 
and tail of pancreas (3),

Non-Hodgkin B  
lymphoma NA NA

Behrns et al. [21] 1994 8 males and 4 
females/NR

Head of pancreas (6), 
body of pancreas (3), tail 
of pancreas (2), whole of 
pancreas (1)

DLBCL (7), mixed (2), 
small cleaved lymphoma 
(2)

Abdominal pain, 
weight loss, mass

RT (5), CMT (2), 
RT+CMT (3)

Borrowdale et al. [22] 1994 Male/35 Pancreas PPL NA NA
Weinstock et al. [23] 1999 Woman/67 Ampullary mucosa T-cell lymphoma Pain, jaundice PD
Salvatore et al. [24] 2000 Male/59 Whole pancreas DLBCL Pain, early satiety CMT

Nayer et al. [25] 2004 7 males and 1 
female/35-75

Head of pancreas (7), body 
and tail of pancreas (1)

LBCL (4), FCL (1),       
small lymphocytic 
lymphoma (1),           
suspicious (1)

Pain (6), jaundice, 
acute pancreatitis, 
obstruction, diarrhea

RT+CMT (3), 
CMT (4), NA

Volmar et al. [26] 2004 7 males and 3 
females/46-86 Pancreas

LBCL (6), FCL (3), and 
unclassified B-cell 
lymphoma (1)

NA CMT

Ji et al. [27] 2005 Male/46 Head of pancreas DLBCL Pain PD

Arcari et al. [28] 2005 4 males and 1 
female/58-71 Head of pancreas (5)

LBCL (3) 
lymphoplasmacytic 
lymphoma (2)

Pain and weight loss 
PD+CMT (2), 
CMT+RT (2), 
CMT (1)

Lee et al. [29] 2006 Female/61 Head of pancreas B-cell lymphoma Pain DP+CMT
Wang et al. [30] 2006 Male/49 Head of pancreas Burkitt lymphoma Jaundice NA

Lin et al. [31] 2006 5 males and 1 
female/16-65

Head of pancreas (3), body 
and tail of pancreas (2), 
whole of pancreas (1)

B-cell lymphoma (3) and 
NBL (3)

Pain, mass, weight 
loss, jaundice, nausea, 
vomiting

PD+CMT (2), 
CMT+RT (1), 
CMT (3)

Basu et al. [32] 2007 Male/42 Body of pancreas DLBCL Jaundice, pain CMT+RT
Saif et al. [33] 2007 Female/57 Whole of pancreas LBCL Pain CMT

Liakakos et al. [34] 2008 Male/65 Head of pancreas NBL Pain, Jaundice, 
anorexia PD+CMT

Hashimoto et al. [35] 2008 Male/50 Head of pancreas DLBCL Jaundice CMT+PD
Saglam et al. [36] 2009 Male/20 Pancreas Burkitt lymphoma Pain, weight loss CMT
Bautista et al. [37] 2009 Male/13 Tail of pancreas NBL Pain CMT

Haji et al. [38] 2009 NA
Head of pancreas (2), tail 
of pancreas (1) DLBCL Pain CMT+RT (2), 

PD+CMT (1)

Sugishita et al. [39] 2010 Male/16 Head of pancreas DBCL Pain, jaundice PD+CMT
Abe et al. [40] 2010 Male/56 Head of pancreas B-cell lymphoma Asymptomatic PD-CMT
Alexander et al. [41] 2011 Male/61 Head of pancreas DLBCL NA PD-CMT
Anderloni et al. [42] 2015 Female/33 Head of pancreas NBL Jaundice, fever, pain CMT
Fukuba et al. [43] 2016 Female/60 Head of pancreas DLBCL Pain, jaundice CMT

Lili et al. [44] 2017 Man/32-62 Head of pancreas (1), tail 
of pancreas (1) DLBCL (2) Pain (1); jaundice (1) CMT (2)

Boninsegna et al. [9] 2017 NA
Head of pancreas (6), 
body-tail of pancreas (7), 
whole pancreas (1)

FCL (5), DLBCL (6), high-
grade B-cell lymphoma 
(3)

NA NA

Blouhos et al. [44] 2018 Female/76 Head of pancreas NHL Jaundice CMT

Konjeti et al. [44] 2018 Female/68 Head of pancreas Burkitt lymphoma Nonspecific 
symptoms NA

Table 2. Primary pancreatic lymphoma.

CMT chemotherapy; DLBCL diffuse large B cell lymphoma; DP distal pancreatectomy; FCL follicularell lymphoma; LBCL large B cell lymphoma; NA not 
available; NHL Non-Hodgkin lymphoma; PD pancreaticoduodenectomy; RT radiotherapy
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volume of tumor was out pancreas), and that produced 
the displacement of the pancreatic head which caused 
obstruction of the bile duct, with secondary jaundice.

The incidence of NHL has increased approximately 80% 
since the 1970s [7]. The stage of the disease is classified 
according to the Ann Arbor staging system. Due to the 
uncommon anatomical location and the lack of symptoms 
in many of them for a long time, the diagnosis is usually 
late and the management of these patients is difficult. First 
presentation of NHL varies depending on the subtype 
and involved area [3]. Probably, although our patient had 
metastatic involvement at diagnosis, if the patient had 
not presented jaundice, she would have diagnosed later, 
because she was asymptomatic.

Morphologic tests (contrast-enhanced CT or magnetic 
resonance imaging (MRI)) are necessary for the 
diagnostic because they allow the lesion localization and 
characterization. CT is the diagnostic modality of choice, 
but MRI offers superior soft-tissue contrast in comparison 
with CT [9]. However, biopsy is the tool that offers the 
definitive diagnosis [1]. The radiological behaviour 
of our patient's tumor was not typical of pancreatic 
adenocarcinoma, since it displaced nearby structures but 
did not invade them. It only invaded the pancreas. The 
biopsy confirmed our suspicion.

Complete diagnostic evaluation requires the use of 
FDG-PET, a functional metabolic imaging test, which 
combined with computed tomography (PET-CT), has 
become standard pre-treatment imaging in DLBCL and 
may be a noninvasive alternative to BMAB to ascertain 
bone marrow involvement [1, 4, 10] . FDG-PET is an useful 
staging, prognostic and evaluation of response tool [1].

The poly-chemotherapy with CHOP represent the 
standard chemotherapy regimen for NHL treatment. It 
obtains a complete response in about 45-53% of cases, 
with a long– term survival of 30-37%, and few side-
effects [4]. New strategies with rituximab combination are 
being used to improve the prognosis of these patients [3]. 
Generally, the correct therapeutic approach to the extra-
nodal NHL requires the integration of chemotherapy, 
radiotherapy and surgery, but it is the disease localization 
that will determine treatment choice [3, 4]. On the other 
hand, lamivudine should be used as a VHB reactivation 
prophylaxis in patients with rituximab treatment [11].

CONCLUSION
The prognosis has improved in recent years owing to 

the development of various aggressive chemotherapeutic 
regimens depending on the histological type, stage and 
age of each patient. Therefore, a definitive histological 
diagnosis is essential for the survival of patients with 
DLBLC and it should be included in the differential 
diagnosis of pancreatic tumor.
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