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ABSTRACT

Pancreatic adenocarcinoma is one of the most aggressive malignant diseases, rarely, pancreatic 
lymphomas are diagnosed. The final diagnosis of primary pancreatic lymphoma demands histopa-
thology of the lesion; however, radiological features and tumor markers can help to give an idea 
about the disease. The most important difference between primary pancreatic lymphomas and 
pancreatic adenocarcinoma is the different treatment modalities the response to treatment and 
finally good prognosis in primary pancreatic lymphoma cases. Clinically it is difficult to differentiate 
the symptoms of primary pancreatic lymphomas from other carcinomas of the pancreas. Rarely 
patients may experience B- symptoms of lymphomas that are night sweats and fever in the case of 
primary pancreatic lymphomas. 
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INTRODUCTION
Pancreatic cancers are mostly considered an 
aggressive disease with poor prognosis. Most of the 
time, patient experiences symptoms when the 
disease becomes locally advanced or with distant 
metastasis. As a result, which mortality rate in the 
case of pancreatic neoplasms is getting high across 
the globe1. About 97.8% of pancreatic cancer cases 
in Pakistan have led to mortality according to Statis-
tics 2. Unfortunately, there is not a single standard 
investigation for screening patients who are at high 
risk of pancreatic cancer3. 

The diagnosis of primary pancreatic lymphoma is 
based on histopathology and immunohistochemis-
try like CD20, CD3, CD15, CD10, BCL2, and BCL6. The 
most common histopathology of pancreatic malig-
nancy is adenocarcinoma4. Although primary 
pancreatic lymphoma is very rare.  The commonest 
histopathology of primary pancreatic lymphoma 

(PPL) is Non-Hodgkin’s Lymphoma5. PPL represents 
only 0.1% of malignant lymphomas, 0.6% of extra 
nodal lymphomas, and 0.2% of all pancreatic 
tumors6. Diffuse large B cell lymphoma (DLBCL) is the 
most common type of non-Hodgkin lymphoma 
globally, representing approximately 30–40% of all 
cases in different geographic regions7.  Most of the 
time, this entity is misdiagnosed as another clinical 
carcinoma of the pancreas. However, the prognosis 
of PPL is very good.

CASE PRESENTATION
Here we report a case of a 50-year-old male patient 
with no known co-morbid who presented to the 
Emergency department of Dr. Ziauddin Hospital on 
20th November 2021 with complaints of severe 
epigastric pain for 15 days, nausea and vomiting for 
1 week and decreased appetite 5 days. The exam-
ination was done and showed yellow discoloration 
of the sclera and there was a hard, tender, and 

irregular mass in the epigastric region, which mea-
sured approximately 10 x 12 cm, while the remaining 
of the examination was unremarkable. Baseline 
investigations were done which showed ESR of > 100 
mm/hr., total bilirubin of 2.06 mg/dl out of which 
direct bilirubin was 1.59 mg/dl, alkaline phosphatase 
was 228 U/L, SGPT of 97 U/L, SGOT of 49 U/L, GGT 275 
IU/L, serum lipase 88 U/L, serum amylase 25 IU/L. 
Tumor markers were also done including CA-19-9, 
CEA, and AFP which were all within normal limits. An 
ultrasound abdomen was later done which showed 
a hypoechoic and swollen body of the pancreas. 
The patient was priorly admitted to a tertiary care 
setup about 20 days back for the same complaints 
and a contrast-enhanced CT scan of the abdomen 
was done which revealed a large heterogeneously 
enhancing mass in the retroperitoneum with its 
epicenter at the level of renal vessels and its mea-
sured 10.9 x 7.5x 8.5 cm. It was encasing the superior 
mesenteric artery; the proximal part of the right 
renal vein, the confluence of the superior mesenter-
ic and splenic veins, as well as the proximal portal 
vein with its mild narrowing. It was also partially 
encasing the inferior vena cava and the abdominal 
aorta. It was also encasing the common bile duct 
causing its narrowing; it was also inseparable from 
the third part of the duodenum. Multiple enlarged 
lymph nodes were also reported along the coeliac 
axis, gastrohepatic region, peripancreatic region, 
and retroperitoneum. ERCP (Endoscopic retrograde 
cholangiopancreatography) was done on 16th 
November 2021, which showed a stricture at the mid 
and distal common bile duct (CBD), so a metallic 
CBD stent was placed, but biopsies were not taken.

The patient was admitted again to our hospital 
under the care of the Gastroenterology team for the 
above-mentioned complaints and symptomatic 

treatment was started. The Oncology team was 
taken on board and was advised for an upper GI 
endoscopy with biopsy for histopathology. Endosco-
py was done on 23rd November 2021 and showed 
large growth at the ampulla with CBD stent in place, 
Scope was passed beyond growth in the duode-
num and biopsies were taken. Histopathology 
revealed an ampullary region lesion suggestive of 
Diffuse Large B-cell lymphoma (DLBCL). Immunohis-
tochemical staining showed CD20 diffuse positive in 
sheets of large cells, CD3 negative in sheets of large 
cells and patchy positive in T-lymphocytes, CD10 
dim positive in sheets of large cells and BCL-6 was 
diffusely positive in sheets of large cells. Ki-67 was 
positive in up to 80-90% of large cells and Mum-1 
was negative in large cells. TdT was negative and 
CKAE1/AE3 was positive in epithelial cells but nega-
tive in tumor cells. The patient was having severe 
symptoms of sub-acute obstruction and he had a 
nasogastric tube passed through which he was 
having continuous gastric contents aspiration. Due 
to his bad general condition, the patient's disease 
with its prognosis was discussed with the family, and 
with the family’s consent, he was started with defini-
tive radiotherapy keeping in mind locally advanced 
pancreatic adenocarcinoma but later it was report-
ed as having DLBCL of the pancreas. Radiotherapy 
also is one of the treatment options of DLBCL so it 
was continued and completed as per lymphoma 
protocols. He was then planned to start with 
chemo-immunotherapy with R-CHOP protocol 
(Rituxima-Cyclophosphamide, Doxorubicin, Vincris-
tine, and Prednisolone). The patient responded very 
well. Clinically patient’s performance status 
improved after 2 cycles of R-CHOP. Unfortunately, 
after 2 cycles of R-CHOP, the patient caught a 
COVID-19 infection and expired due to respiratory 
failure.
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Figure 1: (a) CD-20 diffuse positive in a sheet of large cells (b) MUM-1 negative in large cells. Few scattered 
cells are positive (c) Bcl-6 diffusely positive in a sheet of large cells
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Figure 2: (a) Lesion at the head of the pancreas encasing superior mesenteric artery and proximal part of right 
renal vein (b) Large lobulated heterogeneous pancreatic mass showing areas of necrosis abutting 
duodenum and renal vessels.

DISCUSSION
Primary pancreatic lymphoma (PPL) is an exception-
ally rare extranodal type of lymphoma that 
originates from the pancreas. This rarity poses sever-
al diagnostic challenges, as symptoms of PPL may 
mimic those of more prevalent pancreatic diseases, 
such as pancreatic adenocarcinoma or pancreati-
tis. PPL may present with symptoms of acute pancre-
atitis8. Clinically it is difficult to differentiate the symp-
toms of PPL from other carcinomas of the pancreas. 
To diagnose PPL, a combination of imaging studies, 
tissue sampling through biopsy, and immunohisto-
chemistry are typically employed. Computed 
tomography (CT) scans and magnetic resonance 
imaging (MRI) are commonly used imaging modali-
ties to study the extent of the tumor. Rarely a patient 
may experience night sweats and fever in the case 
of PPL. Certain studies suggest that pancreatic 
lymphomas show certain imaging features which 
may help to diagnose and differentiate it from 
pancreatic adenocarcinoma, but for definite diag-
nosis histopathology is mandatory9. Some of the 
features that are absent in pancreatic lymphomas 
while present in pancreatic adenocarcinoma are 
pancreatic duct dilatation, bile duct dilatation, and 
peripancreatic vascular invasion. Enlarged retroper-
itoneal lymph node below the renal vein has been 
observed in pancreatic lymphoma more as com-
pared to pancreatic adenocarcinoma10. Further-
more, a diffuse enlargement pattern, infiltrating or 
replacing the majority of the pancreatic gland 
points more toward lymphomatous disease rather 
than carcinoma5.

The definitive diagnosis of PPL is based on tissue 
samples obtained from the pancreatic lesion 

through fine-needle aspiration or core biopsy. 
Although immunohistochemistry helps to identify 
specific markers on the lymphoma cells, aiding in 
distinguishing PPL from other types of pancreatic 
tumors. There are no specific biochemical markers 
for PPL, but according to some studies, an elevated 
serum LDH and β2-microglobulin have an important 
diagnostic and prognostic value in pancreatic 
lymphoma11. The tumor marker CA19-9 elevation is 
mostly suggestive of pancreatic adenocarcinoma9. 
Sometimes in the case of PPL CA19-9 can be elevat-
ed if a biliary obstruction is present11. In our case, the 
CA 19-9 level was within normal range along with 
radiological proven biliary obstruction.

CONCLUSION
We report here a rare case of Primary Pancreatic 
Lymphoma (PPL) in a 50-year-old male who was 
initially thought of as having pancreatic adenocar-
cinoma. PPL is not very common, but still, one should 
keep in mind the differential diagnosis of pancreatic 
masses with low CA-19-9. The final diagnosis of 
primary pancreatic lymphoma demands histopa-
thology of the lesion; however, radiological features 
and tumor markers can help to give an idea about 
the disease.  The most important difference 
between PPL and Pancreatic adenocarcinoma is 
the different treatment modalities the response to 
treatment and finally good prognosis in PPL cases. 
The patient presented in this case report gives the 
reader an idea about the diagnosis of these cases 
with pancreatic masses.  Furthermore, the tumor 
marker CA-19-9 should be considered one of the 
important tools to diagnose PPL if a patient present 
without biliary obstruction, and the other important 
feature is the imaging features as seen on CT scans.
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