Peertechz

Global Journal of

o
=]
o
[-4
(L]
-
<
(5]
4
-
(5]

casereports@peertechz.us

Case report

An unusual presentation of
a secondary extramedullary

plasmacytoma

Mahmoud Nujeidat’*, Zamir M', Novokhatko Galina’, Grisko

Olga’, Livoff A2% and Doron Levi Zamir'*

'Department of Internal Medicine D, Barzilai Medical Center, Ashqelon, Israel

2Pathology Institute, Barzilai Medical Center Ashkelon, Israel

3Department of Dermatology, Hadassah Ein Karem, Jerusalem, Israel

Introduction

Plasma cell dyscrasias are a group of entities characterized
by neoplastic proliferation of a single clone of plasma cells,
typically producing a monoclonal Immunoglobulin [1].

Plasmacytoma mostly arises in the bone marrow
(intramedullary), presenting as either Multiple Myeloma (IMM)
or solitary plasmacytoma of bone [2].

In contrast, Extramedullary Plasmacytoma (EMP) is a rare
entity, which accounts for about 3% of plasmacytomas [2].

In this case, we report a 76 old Israeli woman with an
unusual presentation of extramedullary plasmacytoma.

Case description

Seventy-six-year-old Israel female of Russian origin with
recently diagnosed multiple myeloma, diagnosed in the last
year (April 2021-august 2021) after an investigation done for
progressive renal failure (serum creatinine 3 mg /dl from a
baseline of 1.5 mg /dl ) and proteinuria of 1500 mg per 24 hours,
serum free light assay is positive for a high amount of lampda
chain (5500 mg/1), Bone marrow biopsy revealed plasma cells 10%
- 20%, PET scan done before initiation of therapy was negative for
bone lesions or soft tissue involvement.

She was treated with CyBorD (Cyclophosphamide + Bortez-
omib + Dexamethasone) Chemotherapy Regimen for Multiple
Myeloma Her response included normalization of serum
creatinine (1.5 mg/dl) and a normal PET scan.
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'.) Check for updates

Our patient was presented to the emergency room in
September 2021 after several days of vomiting and diarrhea.

Vital signs were: BP 126/68, Sat 96% on room air, pulse 91
per minute, Temperature 36.9 c.

On physical examination: diffuse abdominal tenderness
was palpable and an abdominal mass was found in the right
lower quadrant.

Labs show significant renal failure (creatinine 6 mg/dl,
baseline of 1.5 mg/dl) without an increase in inflammatory
indices.

An abdominal X-Ray was performed and is presented in
Figure 1.

The patient was examined by a surgeon that ruled out an
acute abdomen.

At this point the leading diagnosis was gastroenteritis with
pre-renal failure therefore the patient was treated with fluids
and stool cultures were taken.

Two days later Stool culture grew salmonella and Empiric
treatment with ceftriaxone was initiated.

Not improving to supportive therapy (still with a high
level of serum creatinine) the patient was scheduled for non-
contrast tomography to exclude other etiologies for renal
function deterioration.
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Ct without contrast revealed some unexpected features such
as a moderate quantity of ascites and a huge mass in ascending
colon with near total bowel obstruction (Figure 2). Colonoscopy
was compatible with a large mass in the right colon (Figure 3).

Figure 4 is showing lamina propria expansion by uniform
atypical plasma cells, Figure 5 is immunostain plasma cells.

Our patient underwent right hemicolectomy and
hemodialysis due to oliguria and high serum creatinine not
improving to supportive treatment, unfortunately, we could
not investigate more about the reasons for renal function
deterioration and exclude renal etiologies such as nephrotic
syndrome or tubular injury, renal biopsy was considered but
not possible after rapid progress of events and hemodynamic
instability due to sepsis resistant to antibiotic therapy which
leads to the death of the patient.

Figure 1: Abdominal x-ray showing multiple air-fluid levels suspicious for bowel
obstruction.

Figure 2: Computerized tomography showing ascites (arrow) and a mass in the
cecum and right colon (arrow).

Figure 3: A large mass in the right colon.
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Figures 4,5: Histology confirmed diagnosis of plasmacytoma
figure 4 is showing lamina propria expansion by uniform atypical plasma cells,

figure 5: immunostain plasma cells.

Discussion

Multiple Myeloma (MM) represents 1%-2% of all cancers
in the USA with an annual incidence of 4.3 per 100,000 [3].

Two-thirds of patients are male [4].

Plasmacytoma is a malignant tumor that is characterized
by monoclonal proliferation of plasma cells, mostly arising in
the bone marrow (intramedullary), presenting as the multiple
myeloma (MM) or solitary plasmacytoma of bone. In contrast,
Extramedullary Plasmacytoma (EMP) which arises from
soft tissues is a rare entity, accounting for about 3% of the
plasmacytoma [2].

The presence of soft-tissue plasmacytomas represents an
aggressive form of MM, characterized by the ability of a clone
and/or subclone to thrive and grow independent of the bone
marrow microenvironment [5].

The etiology of plasmacytoma is unknown. However, it is
suggested that EMP may be caused by inhalation of chemicals,
chronic stimulation, an overdose of irradiation, viral infection,
and genetic disorders in the reticuloendothelial system [6].

The most common sites of EMD occurrence were skin/
muscle (24%), pleura (12%), lymph nodes (10%), liver (9%)
and CNS (6%) [7].

The involvement of the gastrointestinal tract years after an
initial diagnosis of multiple myeloma (MM) is exceptional and,
when reported, it is always associated with a poor prognosis
(8,91

The most common site is the small intestine followed by
the stomach; the colorectal incidence is very uncommon [10].
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Involvement of the colon and rectum is extremely rare and
so far only 20 cases of extramedullary plasmacytoma of the
colon and rectum have been reported in the literature.

After making systematic inquiries on PubMed from 2010 to
now, about 22 case reports of primary gastrointestinal EMPs
were reported, including 7 in the stomach, 2 in the duodenum,
1 in the small bowel, 3 in the ileocecum, 1 in the appendix, 6 in
the colon and 2 in rectum [11].

GImanifestations depend onthe organinvolved but generally
result from direct organ invasion leading to perforation in cases
of hollow viscus involvement, mechanical mass effects leading
to obstruction, and, rarely, the development of ascites [8].

There is still no unified guideline for the treatment of
gastrointestinal EMP because of its rarity. Though plasma cell
tumors are highly radiosensitive, surgical resection has been
proposed as the first choice for gastrointestinal EMP [12].

Conclusion

Plasmacytoma is considered very rare, especially with
gastrointestinal involvement and the number of cases
mentioned in the medical literature is limited.

The second aspect important to emphasize is that the
involvement of the gastrointestinal tract is usually associated
with a poor prognosis.

It’s true we could not associate the death of the patient just
due to multiple myeloma but we believe that the disease and
the rapid progress of events such as surgery and hemodialysis
is a very important factor that caused immunocompromising
and eventually dying due to sepsis.
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