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Possible challenges for OMAS care in 
underdevelopment settings
Under recognized condition
Different triggers
Access to specialized services
Access to treatment



Brazilian particularities

Huge dimensions 
8.5mi Km2

212mi habitants 
Health service

Public (SUS)
Private: 51mi 

Social inequality
Diverse ethnic population

www.gov.br



The patient journey

Girl, 29mo
15mon: ataxia and “nystagmus”
25mon: ataxia



1

2

3

www.gov.br



Briefly about OMAS

Rare condition: recognition and diagnosis
Different treatment regimes
Longterm cognitive impairment

Rossor, T. N2, 2022.



OMS in Brazil

KOK, F. USP, 1990. Zeny, MS. Pediatric Neurology, 2024. 

N=19
N=10



Objective

Describe demographic, clinical, paraclinical 
and prognostic aspects of OMAS patients in 
Brazil.



Methods

Retrospective, nationwide, cross-sectional study 
Data collection: January 2021 to June 2023 



Methods

6 centres:
Hospital das Clínicas HCFMUSP
GRAAC
Hospital Israelita Albert Einstein 
Hospital Infantil Albert Sabin
Instituto Nacional do Câncer
Hospital da Criança

5 public services
→ 3 specialized in oncology



Methods

RedCap survey with a structured questionnaire:
Demographic data (age, sex assigned at birth, ethnicity)
Past health history (neurodevelopment milestones, autoimmune 
comorbidities)
Familial health history
Clinical features (OMAS onset, triggers, relapses, treatment)
Paraclinic findings
Neoplastic diagnosis
Prognostic aspects 



Methods

Inclusion criteria: 
Patients fulfilling Genoa’s diagnostic criteria
≤ 5y of symptom onset
FU > 6 months

Exclusion criteria: 
Other CNS condition
Infection or systemic inflammatory disorder



Methods

Disability at last FU:
Detailed neurologic examination
OMS score
Scale of the Assessment and Rating of Ataxia (SARA)
Sleep disorder
Social/behavioural disorder
Educational setting (mainstream school or receiving formal support)
Formal neuropsychological assessment if available

Remission: normal neurological examination (including 
behavioural aspects)



Methods

Descriptive data of demographic, clinical data and outcome 
Association of demographic / clinical data and prognosis
Statistical significance: p<0.05.
Statistical analysis: IBM-SPSS (v23). 

Approval by the locals and the National Ethical Committee



Results



Results

N= 27

Hospital das Clínicas HCFMUSP
GRAAC
Hospital Israelita Albert Einstein 
Hospital Infantil Albert Sabin
Instituto Nacional do Câncer



N= 27

Female: 16 (59.3%)

Non-Caucasian: 85.2%

Tumor: 15 (55.5%)
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Results



Abnormal neurodevelopment before onset: 2 (7.4%)
Familial history of AI: 4/23 (17.4%)

Results - clinical



Results

Median age at first symptom onset: 15.7 (12.2-22.5) mo
Median age at diagnosis: 16.8 (12.7-26.3) mo
Median time to diagnosis:  28 (12-48) days
Median disease duration at the tertiary centre: 147 (28-420) days

Misdiagnosis: 14/26 (53.8%)
Cerebellitis (5), encephalitis (2), ataxia-telangiectasia (1), 
genetic condition (1), epilepsy (1), Guillain-Barre 
syndrome (1), intoxication (1), others (2)



Results - clinical

First symptom:

13%

33%
38%

8%
8%

Opsoclonus

Ataxia

Tremor

Irratability

Myoclonic mov

Triggers:
Vaccination: 4/11 (36.4%)
Fever/infection: 7/11 (63.6%)



Results – clinical FU
Clinical FU aspects
Opsoclonus during follow-up, n (%) 26 (96.3)

Time from onset to opsoclonus, days, median (IQR) 8.5 (3-22.5)
Ataxia during follow-up, n (%) 27 (100)

Time from onset to ataxia, days, median (IQR) 2 (0-7)
Tremor/dysmetria during follow-up, n (%) 25/26 (96.2)

Time from onset to tremor/dysmetria, days, median (IQR) 2 (0-5)
Myoclonus during follow-up, n (%) 21/23 (91.3)

Time from onset to myoclonus, days, median (IQR) 6 (1-42.5)
Irritability during follow-up, n (%) 24 (88.9)

Time from onset to irritability, days, median (IQR) 3 (0-28)
Sleep problems during follow-up, n (%) 16/22 (72.7)

Time from onset to sleep disturbances, days, median (IQR) 3 (1.75-11.25)
Speech disturbances during follow-up, n (%) 21/25 (84)

Time from onset to speech disturbances, days, median (IQR) 7.5 (3-26.25)
Drooling during follow-up, n (%) 8/19 (42.1)

Time from onset to drooling, days, median (IQR) 8.5 (0-56.25)



Results – paraclinical aspects
Lumber puncture, n (%) 18/24 (75)
OCB positive, n (%) 2/2 (100)
CSF cell count 4 (3-8.75) 

range: 2-200
CSF protein count 23.5 (18.75-31.25) 

range: 10-52

CSF AB testing, n (%) 1/24
CSF AB detected, n (%) 0/1
Serum AB testing, n (%) 2/24
Serum AB detected, n (%) ½ 

Anti-GAD (low titer)

EEG: 10/19 (52.6%)
Abnormal: 5/10 (50%)



Results – Brain MRI

Abnormal: 1/18

Median time to brain MRI: 29 (15.5-118.5) days

12 brain MRI performed within 60 days: all normal

“slight global atrophy” – performed 6mo after onset



Results – oncology aspects

Time from onset to tumor detection, days, median (IQR) 40 (21-372)
Time from OMS diagnosis to tumor detection, days, median (IQR) 10 (2-161)

Tumor location, n (%)
Thoracic 3/14 (21.4)
Adrenal 5/14 (35.7)
Other abdominal 4/14 (28.6)
Pelvic 2 (14.3)

Tumor type, n (%)
Neuroblastoma 7/10 (70)
Ganglioneuroblastoma 3/10 (30)

Tumor ressection, n (%) 15/15 (100)
Time from diagnosis to tumor resection, days, median (IQR) 128.9 (13.25-195.75)

Chemotherapy, n (%) 6/14 (42.8)
Radiotherapy, n (%) 0

15 patients



Results - Immunotherapy

First scheme:
Monotherapy: 14 (51.9%)
Combined*: 13 (48.1%)

Time to first immunotherapy:
Median time from disease onset: 27.5 (15.5-65) days
Median time from OMAS diagnosis: 1.5 (0-11)

*combined: > 1 different drug within 2 mo



Results - Immunotherapy

Drugs used anytime in FU

Median time to 1st use (days):
Oral prednisolone: 40 (27-91)
Dexamethasone: 167 (64-443)
IVMP: 52.5 (21.5-210.2)
IVIG: 66 (22.7-304.5)
Cyclo: 302.5 (83.5-594)
RTX: 516 (186.5-684.5)

Oral 
prednisolo

ne, 21

Oral dexa, 
12

IVMP, 10
IVIG, 23

Cyclophos
phamide, 

11

Rituximab, 
13
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Results - relapses

Relapses: 19/25 (76%)
Median relapses: 2 (range 1-6)

Triggers: 28/45 relapses
Medication withdraw: 57.1%
Fever/Infection: 39.3%
Other: 3.6%
Vaccination: 0



Results – outcome at last visit

Median FU: 2 (1-3), range 0-5
Median age at last FU: 50.35 (32.32-64.35) mo
1 death

Neurological examination at the last FU, n (%)
Normal 5 (19.2)
Limb ataxia 10/26 (38.5)
Gait ataxia 5/26 (19.2)
Opsoclonus 0
Myoclonic movements 1/26 (3.8)
Speech abnormality 16/26 (61.5)
Irritability 9/26 (34.6)



Results – outcome at last visit

Sleep abnormality, n (%) 5/25 (20)
Social or behavioural concerns, n (%) 11/26 (42.3)
Learning disability, n (%) 7/23 (30.4)
Educational setting, n (%); N=15
Mainstream school 11/15 (73.3)
Formal support 4/15 (26.7)
Not at school yet 10

Formal neuropsychological assessment, n (%) 0/26

N=26
Social/adaptative/behavioural disorders*: 42.3%
Learning disability*: 30.4%

*not formally evaluated



Results – outcome at last visit

OMS clinical scale, median (IQR) 2 (1-3) range: 0-8

Abnormalities in OMS Scale, n (%)
Stance 7 (26.9)
Gait 6 (23.1)
Arm/hand 12 (46.1)
Opsoclonus 1 (3.8)
Mood/behavior 7 (26.9)
Speech 19 (73)

SARA, median (IQR); N=12 6 (2-13.37)

N=26



Results – Comparative analysis

N=26

Age at onset
Ethnicity
Neoplastic etiology
Time to diagnosis
Time to treatment
Time to initiate FU at institution
Combined therapy
Early vs late treatment

Disease remission
OMS score
SARA
Behavioural/social 
problems
Learning disabilities
Sleep disorder

*early steroids: < 30 days from onset; early IVIG, CCF, RTX: < 60 days from onset



Results – Comparative analysis

N=26
Sleep disorders: 

Initial monotherapy (0/5 vs 12/20; p=0.039)
Late IVIG initiation (0/5 vs 15/17; p=0,001)

Learning disabilities: 
Longer time to diagnosis: 9.5 vs 28 days; p=0.022
Longer time to initiate treatment: 14 vs 60 days; p=0.007
Higher OMS scale (3 vs 1; p=0.018)
Higher SARA (13.5 vs 3; p=0.038)



Discussion

First multicentre study in Brazil 
Demographic and clinical data are similar to other cohorts
Insightful prognostic aspects regarding treatment initiation



Discussion - limitations

Cross-section and retrospective design
Absence of formal cognitive evaluation
Treatment was not standardized through the cohort
Symptomatic treatment and rehabilitation were not evaluated
Poor characterization of relapses
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