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Abstract

An extramedullary plasmacytoma involving the gastrointestinal tract
is extremely rare. We report an appendiceal extramedullary plasmacy-
toma in a 35-year-old man who presented to the emergency department
because of upper abdominal pain. Computed tomography (CT) imag-
ing revealed an incidental mass (3.7 x 1.9 x 1.6 cm) at the tip of the ap-
pendix. Microscopically, the appendix, periappendiceal soft tissue, and
nearby lymph nodes were diffusely infiltrated by plasma cells that were
kappa light chain restricted. Subsequent workup included an unremark-
able bone marrow biopsy, as well as urine and serum electrophoresis.
A diagnosis of kappa-restricted solitary extramedullary plasmacytoma
was made. To our knowledge, this is the first case reported of an appen-
diceal extramedullary plasmacytoma in the medical literature.
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Introduction

Extramedullary plasmacytoma (EMP) refers to a monoclonal
proliferation of plasma cells occurring at a non-osseous site
in the absence of bone marrow involvement. It accounts for
only 3-5% of plasma cell neoplasms [1]. Generally found in
the head and neck region, rare EMPs of the gastrointestinal
tract have been reported. To date, they have been observed in
the esophagus, stomach, ileum, cecum, transverse, ascending,
and rectosigmoid colon [2, 3]. To our knowledge, this study
presents the first case of an EMP localized to the appendix.

Case Report

A 35-year-old man presented to a local emergency department
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following three episodes of nighttime upper abdominal pain.
His past medical and surgical history was notable for a left
inguinal hernia repair during childhood and a vague history of
gastritis for several years. Computed tomography (CT) imag-
ing revealed a single gallbladder calculus without radiographic
evidence of cholecystitis and an incidental mass (3.7 x 1.9 x
1.6 cm) at the tip of the appendix (Fig. 1).

Appendectomy was performed and a tan-yellow, semi-
solid, homogenous nodule was detected at the tip of the ap-
pendix. On microscopy, a proliferation of plasma cells was
present within the lumen and infiltrated through the muscle
wall into the surrounding soft tissue (Fig. 2). Diminutive peri-
appendiceal lymph nodes also contained the neoplastic cells.
The plasma cells were kappa light chain restricted and positive
for cluster of differentiation 138 (CD138) and MUM-1 by im-
munohistochemistry. Ki-67 demonstrated a low proliferative
index of approximately 10%. The surgical resection margin
was uninvolved by neoplastic cells.

The overall findings were consistent with a kappa-restrict-
ed solitary EMP. An unremarkable bone marrow biopsy was
performed, and laboratory testing failed to reveal monoclonal
gammopathy by serum and urine electrophoresis. The patient
was recommended no further treatment, and he is currently
alive without evidence of disease.

Discussion

Gastrointestinal EMPs are rare and account for up to only 10%

Figure 1. Abdominal CT imaging demonstrated a 3.7-cm mass at the
appendiceal tip (arrow). CT: computed tomography.
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Figure 2. (a) The appendiceal wall was infiltrated by a plasma cell neoplasm (hematoxylin and eosin staining, x 400, plasma cells
indicated by blue arrow). (b) The cells were positive for cluster of differentiation 138 (CD138) (anti-CD138 immunohistochemistry,
x 400, positive cells indicated by green arrow). (c) The cells also demonstrated prominent kappa light chain restriction (kappa in
situ hybridization, x 400, positive cells indicated by yellow arrow).

of cases [4]. They can be classified as primary and secondary,
depending on whether the patient has a history of previous plas-
ma cell neoplasm. Secondary cases are more uncommon, and
the prevalence of EMP in patients with newly diagnosed mul-
tiple myeloma (MM) ranges from 2% to 20% [5]. Fewer than
25 cases of secondary plasmacytomas have been reported in the
gastrointestinal tract. In cases of primary EMP, approximately
one-third progress to MM within 2 years of symptom onset [6].
Follow-up with repeat biopsies, imaging, and electrophoresis is
therefore highly recommended.

EMP typically has a better prognosis than other plasma
cell neoplasms. Five-year survival is estimated at 82%, with
10-year disease-specific survival greater than 50% [7, 8]. Sev-
eral treatments have been proposed, including radiation, chem-
otherapy, and surgical removal. EMPs are radiosensitive, and
radiation therapy is advocated in the head and neck region.
The United Kingdom Myeloma Forum however recommends
initial surgery for cases at other anatomic sites [9]. Endoscopic
mucosal resection (EMR) or endoscopic submucosal dissec-
tion (ESD) is generally performed for gastrointestinal EMPs.
Chemotherapy is generally reserved for large, higher-grade tu-
mors or following recurrence or local treatment failures.

Some studies suggest that Helicobacter pylori (H. pylori)
infection may ben associated with EMP, particularly at gastric
sites. Zhang et al reported an ileocecal plasmacytoma in the
setting of H. pylori-gastritis [9]. Our patient had a vague his-
tory of non-specific gastritis for several years, which could
be suspicious for bacterial infection. However, gastric biop-
sies and serologic testing performed following appendectomy
were negative for H. pylori and revealed only mild chronic
gastritis.

EMPs of the gastrointestinal tract typically present with
non-specific abdominal pain. Rectal bleeding, nausea, vomit-
ing, anorexia, bowel obstruction, changes in bowel habits, and
intussusception have also been reported [10]. These symptoms
should prompt radiographic imaging, which will demonstrate
well-defied soft tissue masses on CT scan and heterogenous en-
hancement on magnetic resonance imaging (MRI). While rare,
EMP should still be considered within the differential diagno-
sis for such lesions. Treating physicians should then proceed
to biopsy or complete surgical excision, as was performed for
our patient, who currently demonstrates no evidence of disease.
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