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Abstract

Extramedullary plasmacytomas are uncommon. They have a better prognosis than disseminated
myeloma. Prior to this report, only one case of a plasmacytoma involving the gall bladder had been re-
ported. We describe a 76-year-old man with a plasmacytoma arising from the gall bladder and associ-
ated with an IgA monoclonal paraproteinemia. After 4 months of radiotherapy and chemotherapy, the
tumor decreased markedly in size and the serum IgA value returned to normal. ( J Intern Med Taiwan

2006 : 17 : 114-117

2006; 17: 114-117)
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Introduction

Extramedullary plasmacytoma is a low grade
malignant neoplasm with a relatively good progno-
sis. Isolated plasmacytomas are rare, comprising on-
ly 4% of al plasma cell malignancies. The first re-
port of an extramedullary plasmacytomawasin 1905
*. Since then, many cases of this entity have been re-
ported.

The most common site of extramedullary plas-
macytoma is the upper respiratory tract, accounting

for 80% of all such tumors®. Primary plasmacytomas
of the liver and gall bladder are rare. We found only
one case involving the gall bladder in the literature®.,
Here wereport an unusual case of alocally advanced
extramedullary plasmacytoma of the gall bladder.

Case Report

A 76-year-old man was admitted in October
2004 with a two-week history of epigastric pain and
periodic vomiting. Physical examination revealed
tenderness over the right upper quadrant. Abdominal
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Fig.1.Abdominal echogram revealing a heterogenous
mass in the gallbladder, and a hypoechoic mass
just below the gallbladder.

Fig.2.Computed tomography revealing a soft tissue
mass seemed arising from the gallbladder with
invasion of the adjacent duodenum, colon, and
liver

echogram (Figure 1) and computed tomography (CT)
(Figure 2) demonstrated a soft tissue mass probably
arising from the gallbladder. There was peri-gall-
bladder infiltration leading to poor demarcation of the
second portion of duodenum and the anterior aspect
of the colonic hepatic flexure. This was interpreted
as a probable gall bladder tumor invading the adja-
cent liver bed, second portion of the duodenum, and
hepaticflexure. Thehemoglobinwas12.4g/dL. Liver
function tests were within normal limits .Serum pro-
teinand albuminwere2.9g/dL and5.2g/dL, the A/G
ratio was 1.3. Serum CA199, serum AFP and CEA
were 0.20 u/mL, < 2.76 ng/mL and 1.31 ng/mL.

A needle biopsy of the gallbladder tumor was
performed. The biopsy specimens of the tumor re-
vealed diffuseinfiltration by uniform mature plasma
cells with mild atypia, some with eccentric nuclei.
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Fig.3.Positive VS38 (3A) and immunostaining for lamb-
da chains (3B) VS38, which is a rough endoplas-
tic reticulum-associated protein of 64 kilodaltons
present in normal and neoplastic plasma cells; it
is reactive with an antigen expressed strongly on
normal and neoplastic plasma cells but is absent
from haemopoietic cells of other lineages. This
picture showing positive staining of the malignant
cells (brownish area), and the tumor is consist of
plasma cells with lambda light chain restriction.
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Fig.4.Marked regression of the tumor on CT one month
after radiotherapy
Benign liver tissuewas not found. The tumor had po-

sitiveimmunostai ning for lambdachains(Figure 3B),
vimentin, CD79aand V S38, characteristic of plasma
cells (Figure 3A).. It was negative for kappa chains,
CK, MPO, and CD20. No centrocyte-like cells or fol -
licular structures were observed, nor were lym-
phoepithelial cells found on careful examination of
cytokeratin-stained slides. There was some amyloid
accumul ation. Serum protein el ectrophoresis showed
increased beta-globulins at 28.7%. Serum immuno-
electrophoresis revealed an IgA lambda monoclonal
gammopathy. Urinary excretion of lambda light
chainswaswithin normal limits. Skeletal radiographs
(including skull, spine, pelvis, and long bone) were
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normal. Bone marrow biopsy was performed which
revealed normal cellular components with no in-
crease in the number of plasma cells. In light of the
monoclonal plasmacell infiltratein thetumor andthe
absence of bone marrow involvement, the patient was
diagnosed with a primary plasmacytoma of the gall
bladder with invasion of the adjacent liver bed, sec-
ond portion of the duodenum and the hepatic flexure.

Asthesizeand location of thetumor did not per-
mit compl ete resection, the patient underwent local
radiotherapy and oral chemotherapy (melphalan and
prednisolone). The patient had one episode of neu-
tropenic fever, with the low white count attributed to
melphalan ‘. The white count returned to normal
after the chemotherapy was stopped. CT one month
after radiotherapy was completed revealed marked
regression of the tumor (Figure 4 ). The serum IgA
levels returned to normal.

Discussion

Gallbladder carcinomas, accounting for 98% of
all gallbladder malignancies, are epithelial in origin,
with 90% being adenocarcinomas. Theremainder are
sarcomas, lymphomas, carcinoid tumors, metastases,
and other unusual malignancies’. Thedifferential dia-
gnosis for a mass in the gallbladder fossa includes
hepatocellular carcinoma, cholangiocarcinoma, and
metastases. The radiologic findings in early-stage
malignancies are subtle and may mimic those of
acute or chronic cholecystitis. Direct extensionto the
liver and biliary tree, biliary obstruction, lymph node
metastases, and hematogenous metastases are cha-
racteristic findings of advanced malignancies®. There
was nothing in the radiol ogic appearance of our pa-
tient'stumor that suggested plasmacytoma. Biopsy is
the only way to make this diagnosis™, as we did in
our patient. Biopsy is still necessary in the diagnosis
of gall-bladder masses in combination with normal
tumor marker, especially inthedifferentiation of ade-
nocarcinomafrom curable lymphomas and carcinoid
tumors. Myeloma may affect the hepatobiliary sys-

tem through biliary obstruction by plasmacytomas
present in the pancreas or main biliary duct ™ or by
amyloid deposition®*. The histological diagnosis of
solitary plasmacytoma of the liver may be relatively
difficult. The lack of spindle cells, histiocytes, and
lymphocytes between the plasma cells is suggestive
of plasmacytoma. |mmunohistochemistry and mole-
cular studies may be needed to demonstrate the mo-
noclonal nature of the tumor, so that an unequivocal
diagnosis can be made.

The only other reported case of an extra-
medullary plasmacytomain the gall bladder wasin a
patient who had had a solitary plasmacytoma of the
maxillary sinus. This had been treated with radio-
therapy, but two years later, the patient developed a
plasmacytoma in the gall bladder ®. Our patient's tu-
mor, however, apparently arose de novo in the gall
bladder, as we found no other evidence of disease
elsewhere.

About 15% of patients with an extramedullary
plasmacytoma eventually develop multiple myelo-
ma’. Locally directed treatment, such as resection
or radiotherapy with further long term monitoring, is
appropriate for these patients. It will be important to
follow carefully the patient discussed in this report,
even though he had a good response to treatment.
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