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Opsoclonus-myoclonus-ataxia with neuroblastoma. Follow-up of 7 cases.
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Opsoclonus-myoclonus-ataxia (OMA), also called “dancing eye, dancing feet syndrome”, is a rare neurologic condition that is often a paraneoplastic manifestation of occult neuroblastoma in early  childhood (2-3% of children with neuroblastoma). Among children with neuroblastoma, the occurence of OMA relates to a relatively better prognosis, but late neuropsychological impairment is often observed. In fact, despite total resection of the tumour, with or without immunosuppressive therapy, neurological outcome usually includes varying degrees of cognitive and behavioural sequelae. 

We report 7 patients with OMA and neuroblastoma with a mean age at onset of 17,3 months (range 8-29 months) that we followed-up for an average of 7 years (range 4-14). 

Two patients presented thoracic localisation, two had pelvic localisation and three of them had abdominal tumors. Six out of seven patients underwent radical surgery. Among the six resected patients only one also had chemotherapy, immediately following surgery, and he alone had no neurological sequelae. The patient with unoperable tumor underwent chemotherapy alone. 

During follow-up 6 patients presented severe OMA which was treated with combination steroid therapy every day and intravenous immunoglobulins (IVIG) every 3 weeks. Significant improvement or remission occurred within the first 6 months of treatment in all patients but one. Attempts to decrease or eliminate therapy led to relapse in all patients. Within 1 or 2 years four patients discontinued IVIG therapy, while to date all patients are still undergoing steroid therapy. Various anti-myoclonic drugs proved to be rather ineffective.

Despite the good results obtained with treatment on OMA, 6 patients still show sequelae, including 4 with mental retardation and 2 with speech delay. It must be pointed out that the report mainly concerns follow-up of the most severe patients who were referred from all over Italy. We must emphasize how difficult it is to establish the most effective protocol. 
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