Opsoclonus Myoclonus Syndrome: a Brazilian perspective
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INTRODUCTION

Opsoclonus myoclonus syndrome (OMAS)
IS a rare neurological disorder characterized
by acute onset of opsoclonus, myoclonia,
ataxia, and mood/sleep disorders. There Is
compelling evidence supporting it is an
Immune-mediated disorder, paraneoplastic
In half of cases. This syndrome is linked
with potential cognitive impairment.

OBJECTIVE

To describe demographic, clinical,
paraclinical and prognostic aspects of
OMAS patients from five centers in Brazil.

MATERIALS AND METHODS

Multicentric study including five centers in
Brazil.

Retrospective data collection: RedCap
survey with a structured guestionnaire.

Inclusion criteria: patients fulfilling Genova's
diagnostic criteria + < 5y of symptom onset.

Exclusion criteria: other CNS condition,
Infection or systemic inflammatory disorder.

Outcome at last follow-up (FU): clinical
remission, Michell-Pike scale,
soclal/behavioral problems, sleep problems,
learning disabillities.

Approval by the locals and the National
Ethical Committee (approval number:
32733020.5.0000.0068)

RESULTS

Figure 1. First symptom at disease onset.

Twenty-seven patients were included.

Most were female (59.3%) from mixed background ethnicity (59.3%).
Median (IQR) age at symptom onset was 15.7 (2.2-22.5) months.
Fifteen (55.6%) patients were diagnosed with a neuroplastic tumor.
The first disease manifestation is disclosed in the Figure 1.

Median (IQR) time to diagnosis was 28 (12-48) days. Most patients were misdiagnosed with
other conditions such as cerebelitis, encephalitis, or epilepsy.

Most patients (76%) relapsed, with a median (range) of 2 (1-6) relapses by patient.

During FU all patients presented ataxia, 96.3% of patients presented opsoclonus and
tremor/dysmetria and 88.9% presented behavioral/sleep problems.

Intravenous immunoglobulin was the most common prescribed immunotherapy (85.2%
patients), followed by oral steroids (77.8% patients).

After a median (IQR) 1.7 (0.5-3.22) years follow-up, one patient died, and five (19.2%)
patients reached clinical remission. Most common long-term sequelae are summarized In
Figure 2.

Longer time to diagnosis (0.02) and longer time to Iinitiate therapy (0.007) was associated
with learning problems at last FU.
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CONCLUSIONS

The demographic findings are similar to
those of previously reported cohorts. To our
knowledge, this is the first Brazilian
characterization of OMAS.

Most patients had a paraneoplastic etiology.

Tremor and ataxia were the most common
symptoms at disease onset.

OMAS is a highly disabling condition. Less
than 20% of patients reached remission of
symptoms.

In this multicentric Brazilian cohort, poor
outcomes at the last FU were influenced by
disease course and treatment.
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Figure 2. Neurological sequelae at last follow-up of 25 patients.
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