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Disclosures

• None



Materials and methods:

•  Hospital-based, Single center

• Design: Cross-sectional, Observational

• Enrollment: Children diagnosed with Opsoclonus Myoclonus 
Syndrome and on follow up



Inclusion criteria:

1. Children with confirmed diagnosis of Opsoclonus Myoclonus Ataxia 
Syndrome.

- Diagnosis of Opsoclonus Myoclonus Ataxia Syndrome requires the presence of at least 3 of the following:

(1) opsoclonus; 

(2) myoclonus/ataxia; 

(3) behavioral change and/or sleep disturbance;

(4) neuroblastoma.

2. Completed immunomodulatory therapy of at least 12 months



Exclusion criteria:

1. If the child had been lost to follow up. 

2. If the child has additional neurological insult like encephalitis or 
significant head trauma either prior or after the diagnosis of OMAS





Evaluations

- Full clinical evaluation

- Record of past treatment and relapses

- Neurological assessment 

- Cognitive scores ( DQ by DP3 or CAT/CLAMS) OR IQ/SQ score by DASII( 
Bayley SID) or VSMS, MISIC (Wechsler ISC).

- Ataxia evaluation with SARA (Scale for Assessment and Rating for Ataxia) score.

- Child behavior CPMS/ECSA

- Parental report- 1-2 main concerns with the child







Objectives:

Primary objective:

- To determine proportion of children with good cognitive outcome after 
completing treatment for OMAS.

Secondary objectives:

- To determine the mean SARA (Scale for Assessment and Rating for 
Ataxia) score in children.

- To determine predictors of poor cognitive outcome in children. 



42 children ( Age at Onset)

• M: F: 45: 55

• Median age: 

• Mean: 19 ± 8.5

• Median: 18 (14 – 24)

• Range: 7 – 49



Clinical features

• Tumor*, N (%) 29 (69%)

• Auto-immune disease in first-
degree relatives, N (%) 6 (14%)

• Affected relative: Mother 6 (100%)

Krug et al-64%, Mitchell et el-60%







• Median score -12( 9-13)

• Mild OMS (1-6): 3(8%)

• Moderate OMS (7-12): 22 ( 59.5%)

• Severe OMS (13-18)- 12(32.5%)



Relapses

Relapse rate: 57%

Follow-up from disease onset – 

Median ( 42.5 months)

Range: 14 to 89 months.





















Treatment lag ( weeks)

• Monophasic: 5( 2-25)
• Relapsing- 3( 3-4)
• Tumor: 6
• No tumor- 12



• Brunklaus et al- 
76( 25)

• De Grandis- 78(14)

➢ 85- 60%

➢ < 85- 40%



















• Tate et al: n=105, 50-75%

• Brunklaus et al: 101- 66%

• Klien et al: n=10- 50% slurring

Misarticulation/



audio





STRENGTHS

 Prospective, Structured 

assessments in patients with OMS.

  Provides cognitive outcomes in 

a predominantly escalating 

protocol. 

LIMITATIONS

• There were eligible children we could not enroll 

• Articulation problems - better assessed with 

specific tools

• SQ is a surrogate marker of Intellectual Quotient. 

A better outcome scale - a Full-scale IQ (FSIQ), 

which includes performance and verbal scales. 



Conclusions

• In children with OMS, most of whom were treated with an escalating protocol of 
immunomodulation

• Median IQ: 89

• Better than those reported in historical cohorts treated with less intensive regimens

• However, 40% <85 , Only 26% average or above average IQ 

• Speech and articulation problems. 

• The residual deficits: 

• Tumors 

• Relapses

• Initial severity of OMS

• Younger age
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