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SOCIETA ITALIANA DI NEUROLOGIA

Anti-lgLONS disease is a rare neurological disorder combining autoimmune and neurodegenerative
features, first described in 2074. It manifests through diverse clinical syndromes, including sleep
disturbances, bulbar dysfunction, progressive supranuclear palsy-like symptoms, cognitive decline, anc
movement disorders. The disease is associated with distinct, though incompletely characterized, brair
metabolic and structural changes'.

We present a 64-year-old man with anti-IgLONS disease, highlighting an atypical FDG PET/CT metabolic
pattern and the rare coexistence of chorea and obstructive sleep apnea (OSA).

The patient presented a one-year history of progressive
involuntary movements, predominantly affecting the right
imbs, along with postural and gait instability, mood changes,
dysphagia, weight loss, and speech disturbances. His
medical history included smoking, previous alcohol abuse,
type 2 diabetes mellitus, hypertension, and a prior
polysomnographic diagnosis of 0OSAS. Neurological
examination revealed dysarthria, choreoathetosis with right-
sided predominance, dystonic neck posture,
blepharospasm, and oral dyskinesias. Diagnostic workup,
including brain  MRI, CT, nerve conduction studies,

rheumatological screening, genetic testing for Huntington's disease, and cerebrospinal fluid analysis,
showed no abnormalities. However, FDG PET/CT demonstrated mild thalamic hypermetabolism with
pilateral prefrontal cortex and right temporo-lateral hypometabolism. The detection of serum anti-
gLONS antibodies directed the diagnosis toward I[gLONS encephalitis.

High-dose steroid therapy provided transient improvement, but plasmapheresis was poorly tolerated
due to significant dysautonomia. Rituximab was initiated in response to disease progression. Despite
treatment, symptoms worsened, influenced by comorbidities and poor therapy tolerance.

This case highlights the clinical heterogeneity of anti-IgLONS disease and underscores the diagnostic
value of FDG PET/CT in identitfying unique metabolic patterns. The coexistence of chorea and OSA
oroadens the spectrum of motor and sleep disturbances linked to the disease?.

-urther research is needed to elucidate the pathophysiology and optimize therapeutic strategies.




