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Abstract
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Multiple Myeloma (MM) accounts for 1% of all cancers and approxi-
mately 10% of all hematologic malignancies. The diagnosis of multiple
myeloma requires the presence of one or more Myeloma Defining
Events (MDE) in addition to evidence of either 10% or more clonal
plasma cells in bone marrow examination or a biopsy-proven plasma-
cytoma. Bone involvement is the most frequent clinical manifestation.
Other common manifestations include hypercalcemia, renal failure
and normocytic normochromic anemia. A limited number of patients
develop extramedullary disease over the course of the disease. Here,
we present a case of a 53-year-old women who presented to the emer-
gency department with dysphonia and dysphagia. On clinical exam she
presented atrophy of the left hypoglossal, vagus and glossopharyngeal
cranial nerves. The analytical study and computed tomography showed
no significant changes. The extensive study documented the presence
of an intracranial plasmacytoma and posterior confirmation of MM.
Primary presentation with neurological symptoms due to intracranial
plasmacytomas are rare. The aim of this case report is to highlight the
importance of considering atypical presentations of MM for a rapid
diagnosis and referral to a multidisciplinary team.
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at a rate of 1% per year [1]. The diagnosis is confirmed by the
presence of 10% of plasma cells in the bone marrow and mono-
clonal proteins in the plasma or urine, associated with the pres-
ence of myeloma-defining events (organic lesions described
by the CRAB mnemonic: Calcium, Renal insufficiency, Anemia,

Introduction

Multiple Myeloma (MM) is responsible for approximately 1
percent (%) of all neoplasms and approximately 10% of hema-
tological neoplasms [1]. Worldwide, there are approximately

160,000 cases and 106,000 deaths per year attributed to MM
[2]. The average age of diagnosis is 65 years, being more com-
mon in men [1]. Bone disease is the most frequent clinical mani-
festation, affecting 70 to 95% of patients. Other clinical mani-
festations include hypercalcemia (13%), renal failure (25%), and
usually normocytic normochromic anemia (80%) [3,4]. Approxi-
mately 1 to 2% of patients have extramedullary disease at the
time of initial diagnosis, while 8% develop extramedullary dis-
ease over the course of the disease [5]. Almost all MM patients
progress from asymptomatic premalignant disease (monoclo-
nal gammopathy of undetermined significance - MGUS) to MM

Bone lesions) [6,7].

The aim of this article is to describe a rare case of a woman
with atypical clinical manifestations whose diagnosis was based
on lesions identified on Magnetic Resonance Imaging (MRI) that
had not been evaluated until then.

Case description

A 53-year-old woman with a history of hypertension, atrial
fibrillation, colloid thyroid nodule, post-menopausal hemor-
rhages, chronic gastritis, reflux esophagitis and depression,
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presented to the Emergency Department (ED) because of dys-
phonia and dysphagia with 8 days duration. On clinical exam,
she was noted to have atrophy of the left half of the tongue, pa-
ralysis of the left hemilarynx, loss of the vomiting reflex on the
left and decreased taste sensitivity at the base of the tongue on
the left, corresponding to the hypoglossal (XIl), vagus (X) and
glossopharyngeal (IX) cranial nerves (Figure 1).
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\\Figure 1: Atrophy of the left half of the tongue of the patient.

At admission, there were no significant analytical changes
and the Cranioencephalic (CE) and neck vessels Computed To-
mography (CT) with angiography was normal. She was admitted
to the Internal Medicine Department for study.

The patient underwent a lumbar puncture with a request
for investigation of oligoclonal bands in the cerebrospinal fluid,
which was negative. On suspicion of a compressive cause, a cer-
vical and thoracic CT was performed, which revealed multiple
lucent images, the most evident occupying almost the entire
body of the Thoracic spine (Th) vertebra 12. CE Magnetic Reso-
nance Imaging (MRI) showed a contrast-enhancing lesion mea-
suring 2.6x1.7 centimeters (cm) on the left anterolateral margin
of the foramen magnum and occipital condyle (Figure 2), with
focal bone expansion and invasion of the jugular hole, small le-
sions in the skullcap and lytic lesions of the bodies of Th8, Th10-
Th12, lumbar spine (L) vertebra 2 and L4 (Figure 3).
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Figure 2: Suspicious epidural lesion in the cervical spine vertebra
1 region (yellow arrow) detected in neuroaxis magnetic resonance
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Figure 3: Lytic lesions of the bodies of Th8-Th12, L2 and L4 (green

| imaging. )
o /

| arrows) detected in neuroaxis magnetic resonance imaging. )
o

In view of the bone lesions, a more targeted and extended
study was performed and a set of hematological and biochemi-
cal alterations were documented (Table 1): normochromic nor-
mocytic anemia, increased sedimentation velocity, Immuno-
globulin (Ig) A deficiency, narrow-base monoclonal beta-2 peak
(40.1%), increased beta-2 microglobulin, immunoelectrophore-
sis with 1gG monoclonal peak of kappa chains with an increase
in the Kappa/Lambda ratio, and 37% of plasma cells with atypi-
cal morphology in the bone marrow.
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Laboratory test Patient value Normal value
Hemoglobin 11.4 g/dL 12-16 g/dL
- MCV; MCHC -86fL;35.1g/dL | -83-103 fL; 32-36 g/dL
Sedimentation velocity 120 mm 0-19 mm
IgA 5 mg/dL 114-457 mg/dL
1gG 4150 mg/dL 793-1500 mg/dL
Beta-2 microglobulin 0.39 mg/dL 0.19-0.253 mg/dL
Immuno_el;:tr(;phorems: 848 mg/dL 0.76-1.46 mg/dL
) Lan:’;’ . 34.3 mg/dL 90-210 mg/dL
24.72 1.35-2.70

- Kappa/Lambda ratio

dL: deciliter; fL: femtoliters; g: gram; Ig: immunoglobulin; MCV:
Mean Corpuscular Volume; MCHC: Mean Corpuscular Hemoglobin
Concentration; mg: milligram; mm: millimeter.

During hospitalization, the patient did not reveal renal dam-
age or hypercalcemia. Still in hospital, due to severe dysphagia,
the patient underwent percutaneous endoscopic gastrostomy.

Due to the diagnosis of MM, she was transferred to the he-
matological oncology service, having started treatment with
cyclophosphamide, dexamethasone and bortezomib and radio-
therapy directed at the plasmacytoma. During the third cycle,
the disease progressed with hypercalcemia, acute kidney injury
and a new expansive lesion in the occipital bone and another
extra-axial lesion in the right great wing of the sphenoid, with
moderate intracranial expression, deforming the anterior and
right lateral temporal parenchyma, having to be hospitalized for
intensive chemotherapy with cisplatin, adriamycin, cyclophos-
phamide and etoposide (PACE), having performed 2 cycles. The
patient also developed numb-chin syndrome, with paresthesia
in the chin region due to a myeloma lesion in the left mandibu-
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lar ramus, compromising the inferior alveolar nerve and with
atrophy and fat infiltration of the left hemilarynx, documented
in CE and facial MRI. The patient underwent bone marrow au-
totransplantation, however she died shortly afterwards from
disease progression.

Discussion

Osteolytic lesions are seen in 70 to 80% of patients with MM.
Bone involvement, often associated with tumor extension into
the surrounding soft tissues, can manifest as bone pain, patho-
logical fractures and neurological impairment when spinal cord
and/or cranial nerves are compressed [3,4]. Plasmacytomas are
malignant neoplasms of mature B cells characterized by abnor-
mal immunoglobulin secretion. Intracranial plasmacytomas are
rare and almost always represent extensions of myelomatous
lesions of the skull or plasmacytomas involving the clivus or the
base of the skull [8].

This case describes a patient with dysphonia and dysphagia
that presented with neurological alterations. Despite initial in-
vestigation being normal (blood analysis, head CT and lumbar
puncture), the unusual presentation led to the suspicion of a
possible compressive cause. CE MRI documented a lesion in
the cranial base and multiple bone lesion that motivated an
extensive etiological investigation. The final diagnosis of MM
in a patient that only presented anemia during hospitalization,
without hypercalcemia or renal failure made this diagnosis chal-
lenging. The presence of a plasmacytoma causing neurological
symptoms as clinical presentation makes this case rarer and
demonstrates the importance of investigation of hematological
diseases.

Conclusion

MM is a hematological neoplasm that typically presents with
haemoglobin, renal and calcium changes and bone lesions. Phy-
sicians should be alerted to the fact that a rare number of pa-
tients may present with neurological defects as an initial form
of the disease due to intracranial plasmacytomas. Hence, it is
crucial to alert physicians about this presentation to allow an
early diagnosis, as well as referral to multidisciplinary care to
initiate treatment, prevent complications, and reduce morbid-

ity.
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