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To the Editor,
Neoplasms may be associated with a variety of musculoskeletal symptoms and certain rheumatic diseases
may even constitute a paraneoplastic syndrome1.
This case report relates to a patient with presumable
paraneoplastic systemic sclerosis (SSc) and myositis
caused by multiple myeloma (MM), with improvement
after neoplasm treatment.
A 52-year-old man presented with proximal muscle
weakness, fatigue, dyspnoea, Raynaud’s phenomenon
and telangiectasias along with weight loss over 4
months. Blood tests revealed elevated creatinine kinase
and erythrocyte sedimentation rate, normal C-reactive
protein and negative autoantibodies. A muscle biopsy
was obtained. Prior to the histological results, prednisolone 1mg/kg/day was started due to suspicion of
an inflammatory myopathy, with transient clinical and
analytical improvement. However, muscle biopsy was
compatible with macrophagic myofasciitis. An IgM
monoclonal peak was identified and bone marrow aspirate was compatible with a monoclonal gammopathy
of undetermined significance (MGUS). Afterwards, he
was hospitalized due to an acute limbic encephalopathy.
After excluding vascular or infectious causes, corticosteroids were initiated with clinical improvement.
Two years after the onset of symptoms, the patient
was first evaluated in our Rheumatology department.
He presented with microstomia, sclerodactyly, limited
cutaneous thickening and proximal muscle weakness.
Immunology remained negative and there was no evidence of other organ involvement. Nailfold capillaroscopy showed an active phase scleroderma pattern.
A second muscle biopsy revealed mild myopathic
changes and positivity for major histocompatibility

complex class I.
Thus, a SSc and myositis overlap syndrome was
assumed as the most likely diagnosis. However, regarding the atypical clinical picture and monoclonal
peak persistence, a reassessment by Haematology was
requested. A medullary biopsy was performed and a
MM IgG-Kappa was diagnosed. Six cycles of combined
therapy with cyclophosphamide, bortezomib and dexamethasone were followed by autotransplantation.
Even before autotransplantation, skin and muscle
changes improved, with no further relapses and free of
medication.
Rheumatic paraneoplastic syndromes comprise diseases or symptoms that are not caused directly by the
tumour, but induced by substances secreted by the neoplasm or by associated immunological disturbances2–4.
Generally, it appears simultaneously or no longer than
two years before the diagnosis of the malignancy1,4. The
temporal relationship between the neoplasm detection
and the rheumatic symptoms is the main issue to classify a rheumatic disease as truly paraneoplastic4. Nevertheless, the best evidence is established when it is
possible to eliminate the neoplasm and the symptoms
resolve with antineoplastic treatment1,4.
In the literature there are rare reports on the coexistence of MM or MGUS and paraneoplastic rheumatic
syndromes1–8. To the best of our knowledge, this is the
first report of simultaneous paraneoplastic SSc and
myositis associated to MM.
In this case, the clinical presentation was very suggestive of SSc and myositis. However, auto-antibodies
negativity and lack of organ involvement challenged
the diagnosis. The first muscle biopsy was suggestive of
macrophagic myofasciitis, however there was no history of exposure to an external stimuli and clinical picture was not typical9.
We also hypothesize that the acute encephalopathy
may have been in the context of malignancy, as des-
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cribed in literature for MM10.
When a patient has a long-standing or atypical
course of a rheumatic disorder, a history of malignancy, late onset of symptoms or a poor response to conventional treatment, a possible occult neoplasm should
be considered. However, it is often difficult to differentiate from the idiopathic form3.
Rheumatic paraneoplastic syndromes are rare but
their recognition is of major importance as they often
precede other manifestations and can facilitate a timely diagnosis and potential cure of the malignancy4.
Although rare, “scleroderma-like” lesions or myositis may be associated with MM. This case highlights
the importance of considering paraneoplastic syndromes in the differential diagnosis of patients presenting with signs of SSc and myositis.
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