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Abstract 

Background  Plasmablastic lymphoma is a rare type of non-Hodgkin lymphoma that generally presents an aggres-
sive clinical course. It is strongly associated with human immunodeficency virus (HIV) infection, and the most com-
mon site of involvement is the oral cavity. Although extraoral PBL has been reported in several places, small intestine 
involvement is extremely rare.

Case presentation  Here, we describe an exceptionally rare case of a 24-year-old immunocompetent Asian Male 
patient with newly diagnosed plasmablastic lymphoma of the duodenum. The patient was admitted to our oncology 
facility due to the patient’s clinical course, which included persistent vomiting, hematemesis, weight loss, and gen-
eralized weakness. Computed tomography of the abdomen (triphasic) of the patient showed thickness at the 2nd 
part of the duodenum measuring 2.6 cm in width and 16 cm in length blocking the pancreatic and common bile 
ducts by entering the second section of the duodenum. The biopsy specimen’s pathological investigation indicated 
abnormal cells with plasmacytoid characteristics and a high proliferation index. The diagnosis of PBL was confirmed 
by immunohistochemical profiling. Supportive therapies like blood transfusions, antacids, and antiemetics were 
started to manage the patient’s symptoms. Palliative radiation was also anticipated for the lesion site.

Conclusions  Duodenal involvement to the extent seen in our patient is exceptionally rare and, to the best of our 
knowledge, has hardly been described. The main goal of the article is to review the literature and report a case.
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Introduction
Plasmablastic lymphoma (PBL) is a rare variant of dif-
fuse large B-cell lymphoma (DLBCL) that is aggressive 
in nature and pathologically similar to plasma cell mye-
loma [1]. PBL was initially described in the oral cavity 
in patients with human immunodeficency virus (HIV) 
infection, but with improved awareness of the disease 

and a better understanding of its biology, PBL was sub-
sequently identified in HIV negative individuals [2]. 
Extraoral PBL involving the lungs, nasal cavity, lymph 
nodes and skin has been reported in various case reports; 
however, PBL of the small intestine is extremely rare [3]. 
Here, we present a rare case of duodenal plasmablastic 
lymphoma in a 24-year-old HIV-negative patient.

Case presentation
A 24-year-old Asian Male patient was admitted to the 
clinical oncology ward of Jinnah Postgraduate Medi-
cal Center—JPMC, (Karachi, Pakistan) on 23rd August 
2021. The patient had a history of intractable vomiting, 
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hematemesis, generalized weakness, weight loss, epigas-
tric pain and melena that had lasted more than a month.

Upon physical examination, the patient seemed under-
weight and anaemic, a palpable mass in the epigastric 
region was noted with hepatosplenomegaly felt during 
abdominal palpation and profound jaundice.

Notably, the patient’s medical history did not reveal any 
recognized risk factors or underlying health issues that 
would have contributed to the plasmablastic lymphoma’s 
duodenal presentation. There was no prior history of 
HIV infection or any other impaired conditions.

The initial laboratory workup (Table 1) revealed severe 
anaemia with low haemoglobin and haematocrit and 
elevated bilirubin, GGT and ALP. The differential white 
blood cell and platelet counts, and renal function tests 
were normal. Serology results for HIV, hepatitis B surface 
antigen, hepatitis C and H. Pylori IgG were negative.

Esophagogastroduodenoscopy identified irregular cir-
cumferential ulcerated growth in the first part of the duo-
denum (D1) extending up to the junction of the first and 
second parts of the duodenum (D2). A large clean-based 
ulcer with an overlying clot was also noted, consistent 
with Class II-B of the Forrest Classification for peptic 
ulcers. Biopsy of the ulcerated mass was taken during 
esophagogastroduodenoscopy for histopathology.

Computed tomography of the abdomen (triphasic) 
showed thickness at the 2nd part of the duodenum meas-
uring 2.6  cm in width and 16  cm in length. Thickening 
infiltrating into the medial head of the pancreas resulting 
in obstruction and dilatation of the pancreatic and com-
mon bile duct was also significant. Ill-defined soft tissue 
density with necrosis at the pelvis and the upper lobe of 
the right kidney with enlarged para-aortic lymph nodes 
was noted, which was suggestive of aggressive primary 
neoplastic lesions.

The pathological analysis was congruent with hae-
matolymphoid neoplasm with plasmacytoid features. 
Microscopic description of the specimen revealed sheets 
of atypical cells of medium to large size that exhibit plas-
macytoid features with a high proliferation index (Ki-
67 raised) and brisk mitotic activity. Tumour cells were 

positive for LCA, CD79a, Pax-5, Mum-1, and CD138 and 
negative for CD20, Pan T (CD3) and CD30. The diagno-
sis of PBL was made by the physicians at JPMC, Kara-
chi. Supportive treatment was started, including 3 pint 
packed red blood cell (PRBC) blood transfusions to cor-
rect anaemia, injection of tranexamic acid 500 mg TDS, 
omeprazole (40 mg IV OD) and octreotide continuous IV 
infusion of 25 mcg/hr to control GI bleeding and ondan-
setron (8 mg IV BD) for vomiting. In addition, palliative 
radiotherapy (RTP) at the site of the lesion was planned.

The patient was lost to follow-up despite these efforts, 
which made it difficult to further assess the therapeutic 
response and long-term results.

Discussion
Plasmablastic lymphoma remains a diagnostic chal-
lenge, as the biological characteristics of the disease are 
enigmatic to date. The diagnosis of such cancers might 
be more difficult in the setting of extraoral locations and 
in immunocompetent patients. As a rare entity, PBL was 
originally described as a separate clinicopathologic entity 
by Delecluse et al. as a rapidly proliferating B-cell lym-
phoma occurring in the oral cavity in the context of HIV 
infection [3]. Although the exact incidence of PBL is not 
known, it accounts for 2–3% of all AIDS-related lympho-
mas [1]. Furthermore, the majority of the cases reported 
arose in HIV-positive individuals, and in recent years, 
the occurrence of PBL in HIV-negative patients has been 
reported in escalating numbers [4].

Extraoral sites of PBL, including skin, subcutaneous 
tissue, stomach, anal mucosa or perianal area, lung and 
lymph nodes, have been reported in several cases; how-
ever, involvement of the small intestines is rare, with only 
a single case reported of duodenal involvement in the last 
ten years (January 2010–January 2020) [5, 6]. The HIV 
status of the reported case was negative, similar to the 
disease occurrence we describe in our study. These find-
ings establish the uniqueness of this study and hence an 
area to be researched thoroughly for future disease diag-
nosis and management.

Table 1  Laboratory test results for the patient

Laboratory test results for the patient, showing the haemoglobin, haematocrit, total bilirubin, gamma-glutamyl transferase (GGT), and alkaline phosphatase (ALP) 
levels. The normal range for each laboratory test is also provided

Laboratory test Baseline level Lab workup Normal range

Haemoglobin 6.0 g/dl 9.8 g/dl 14–17.5 g/dl

Haematocrit 18.5% 30.1% 42–52%

Total Bilirubin 9.35 mg/dl 12.21 mg/dl 0.3–1.9 mg/dl

Gamma-glutamyl transferase (GGT) 764 IU/L 852 IU/L 0–50 IU/L

Alkaline Phosphatase (ALP) 2310 IU/L 3868 IU/L 44–147 IU/L
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In 2014, a case series reported the manifestation of gas-
trointestinal plasmablastic lymphoma (GI-PBL) in four 
patients who presented to the Moffit Cancer Center for 
management. The age at presentation for all four cases 
was between 40 and 65 years with underlying immuno-
suppressive statuses such as HIV and EBV positivity [7]. 
This is not consistent with our data, where the patient 
was a known case of GI-PBL in the third decade of life 
with no underlying chronic diseases (HIV and Hepati-
tis B), thus making him immunocompetent. In addition, 
Epstein‒Barr virus (EBV) expression was inconclusive, 
and there was no history of steroid intake, which might 
reduce immunity. Previous studies also concluded that 
HIV-negative individuals have lower rates of oral involve-
ment and EBV expression than HIV-positive individu-
als [2, 8]. Another literature review collected data from 
112 cases of PBL regarding patient age and gender, HIV 
status, initiation of and response to highly active antiret-
roviral therapy (HAART), and outcome of management. 
These 112 PBL cases reported HIV-positive status with 
a median age at presentation of approximately 38  years 
and a male predominance of 7:1. Two of the patients dis-
cussed in this review were 7 and 11  years old with dif-
ferent primary lesions, such as oral cavity and cutaneous 
involvement, respectively, which is also not in line with 
our case [9]. In PBL, age and primary lesion site might 
have a strong correlation to factors other than immune 
status; therefore, the gaps need to be filled by conducting 
more research for a better understanding of the associa-
tion between age, primary lesion, and immune status.

For oncologists, the diagnosis of PBL in immunocom-
petent and extraoral site localization is very demanding 
because the clinical, morphological, phenotypic, and 
molecular features are ambiguous.

In addition, due to the lack of a distinguishing phe-
notype, differential diagnosis with the activated B-cell-
like (ABC-like) subgroup of DLBCL and plasma cell 
malignancy (PCM) with plasmablastic morphology is 
still considered a common dilemma. Although there 
are wide-ranging differential diagnoses including plas-
mablastic multiple myeloma, Burkitt lymphoma (BL), 
Hodgkin lymphoma, primary effusion lymphoma and 
extramedullary plasmablastic myeloma [10–12].

In practice, PBL can be differentiated from BL and 
immunoblastic DLBCL based on immunohistochemis-
try (CD20 and LCA immunoreactivity present in BL and 
absent in PBL) [13, 14]. Plasmablastic myeloma (PCM) 
and PBL both share cytomorphologic and immunophe-
notypic features; therefore, differentiation between the 
two is very challenging. [15] Therefore, Clinical correla-
tion is considered crucial for the diagnosis of plasmab-
lastic PCM over PBL, where hypercalcemia, Bens Jones 
protein in the urine, lytic lesions of bones, anaemia 

Favors plasmablastic PCM, and HIV and EBV associa-
tion Favors PBL [16]. Plasmacytoma can be differentiated 
from PBL, where the former lacks MYC gene rearrange-
ment. Extramedullary plasmablastic myeloma is also an 
important differential diagnosis and requires differentia-
tion from PBL since the two entities share different treat-
ment modalities [10].

Narrowing down the working diagnosis might help 
in ruling out life-threatening or time-critical condi-
tions, thus increasing the overall survival rate of GI PBL 
patients. Ruling out other differential diagnoses will also 
guide oncologists in better medical evaluations and treat-
ment plans.

The range of treatment provided to patients with PBL 
has been substantial and vast, from medical to radia-
tion, depending upon the extent and severity of the dis-
ease [11]. A literature search concluded that in patients 
with localized disease, where the prognosis is already 
better, radiotherapy plays a significant role. Therefore, 
in our case, the team opted for palliative radiotherapy 
at the site of the lesion for a better quality of life and to 
minimize crisis at the end of life. Durable remission can 
also be achieved by combined chemotherapy and radio-
therapy [17, 18]. Chemotherapeutic regimens that are 
very well tolerated include etoposide, vincristine, doxo-
rubicin, cyclophosphamide, vincristine, and prednisone 
(EPOCH), cyclophosphamide, doxorubicin, vincristine, 
and prednisone (CHOP), or CHOP-like regimens that 
include drugs such as hyper fractionated cyclophospha-
mide, vincristine, doxorubicin, dexamethasone, high-
dose methotrexate, cytarabine, oncovin, and bleomycin 
(CHOP) [19]. Chemotherapeutic agents such as CHOP 
that are less intensive should be provided first to avoid 
severe adverse effects, and a combined decision should 
be made between the doctor and the patient weighing all 
benefits and risks. Lynette Luria et al. also favoured the 
CHOP regimen in GI-PBL with HIV-negative and CD 
20-negative IHC patients, as complete remission was 
achieved after 6 cycles [7]. Less data is available regard-
ing the surgical approach in PBL cases; therefore, more 
research is required for future trials that consider PBL 
management [11]. As remission is achieved by induc-
tion chemotherapy [7] and hematopoietic stem cell 
transplantation is also considered a good option in the 
management of PBL [10], oncologists should conduct 
trials with this combination for a better cure. The rar-
ity of the disease makes it difficult to manage; thus, the 
new therapeutic approaches discussed in the literature 
review should be considered during the management of 
PBL in the future. These include bortezomib (protease 
inhibitor), lenalidomide [20], and adoptive cellular thera-
pies, where tumour-reactive T cells transferred into the 
cancer patient have a cytotoxic antitumour effect [21]. 
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Controlled studies on PBL management are not currently 
available; hence, the lack of data in this field further cre-
ates many difficulties in increasing the overall survival 
(OS) of these patients.

Conclusion
In conclusion, plasmablastic lymphoma is an extremely 
rare form of HIV-related lymphoma commonly involving 
the oral cavity; thus, duodenal involvement in an HIV-
negative patient makes this possibly the first properly 
documented case. Plasmablastic lymphoma is an aggres-
sive non-Hodgkin lymphoma; hence, its diagnosis is chal-
lenging, particularly when it arises in extraoral locations 
and in immunocompetent patients. A delayed diagnosis 
might negatively impact both treatment and survival.
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