Myositis-Specific Autoantibodies: how specific are they? The Importance of a comprehensive
approach in a misleading case
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Idiopathic inflammatory myopathies may be diagnosed through clinical presentation and myositis-specific autoantibodies, also in

absence of histopathological findings. However, diagnostic accuracy may be compromised in atypical cases.

CLINICAL CASE

A 72-year-old woman was diagnosed with anti-synthetase syndrome based on proximal muscle weakness in the lower limbs,
serological positivity for anti-Jol antibodies and mild CPK elevation. Despite prolonged steroid and Igev therapy, she exhibited
muscle weakness worsening, leading in the following months to a complete loss of ambulation. In February 2025 she came to our
attention during a neurological consultation in the infectious disease ward, where she was admitted due to H1N1-associated
pneumonia. Neurological examination revealed a severe quadriceps and tibialis anterior weakness, associated with mild weakness
of the right upper distal limb. In addiction she had brisk deep tendon reflexes, bilateral Hoffmann's sign, and a mild dysarthria.
Muscle MRI of the lower limbs showed signs of atrophy in absence of signs of muscle edema and the electromyography
demonstrated a multi-metameric denervation. Brain MRI showed the hyperintensity of the corticospinal tracts. Repeated anti-Jo1

serum testing was negative. The patient was discharged with a final diagnosis of motor neuron disease.
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CONCLUSIONS

A retrospective application of the EULAR/ACR criteria to
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