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Introduction

Childhood Inflammatory Brain diseases are potentially
life-threatening diseases leading to severe neurological
deficits if not treated. The spectrum of childhood
inflammatory brain diseases is rapidly expanding.

Objectives
To review all pediatric patients enrolled in the international
BrainWorks database.

Methods

All pediatric patients enrolled through a BrainWorks cen-
ter were identified in the BrainWorks database. Patients
were eligible for inclusion if predetermined information at
the baseline visit was available. This included, information
on demographic information, such as age at diagnosis and
gender, diagnosis at enrollment, clinical, laboratory,
neuroradiology and if applicable brain biopsy.

Results

In total 247 (132 boys, 115 girls) Canadian children were
enrolled in BrainWorks with complete dataset at baseline.
The mean age at diagnosis was 9.33 years (boys 9.67 years,
girls 9.07 years). The top 4 diagnosis included were;
Non-progressive large vessel CNS vasculitis n = 90
(63 boys, 27 girls, mean age 8.15 years), Small vessel CNS
vasculitis n = 57 (19 boys, 38 girls, mean age 11 years),
Progressive large vessel CNS vasculitis n = 25 (21 boys, 4
girls, mean age 10.3 years) and NMDAR-encephalitis
n = 25 (7 males, 18 females, mean age 9.9 years). Other
diagnosis included CNS vasculitis due to infection n = 13,
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disease n = 10 or systemic vasculitis n = 6, other neuronal
antibody mediated diseases n = 6, ADEM n = 5, channelo-
pathies n = 2, and other vasculopathies n = 8. Focal defi-
cits at presentation were more commonly seen in patients
with large vessel CNS vasculitis (79% non-progressive,
84% progressive), while diffuse deficits were seen more in
children with small vessel CNS vasculitis and NMDAR
encephalitis (61& and 72%). Seizures were seen in all
inflammatory brain diseases, but were more frequently
present in NMDAR encephalitis and small vessel CNS
vasculitis (80% and 61%) compared to the large vessel CNS
vasculitis subytpes (non-progressive 18%, progressive 18%).

Conclusion

Childhood inflammatory Brain diseases encompasses
many different diagnosis. The most frequent diagnosis
are the different subtypes of childhood CNS vasculitis,
however NMDAR encephalitis is increasingly recognized
and diagnosed.
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