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To the Editor: Although pediatric anti-N-methyl-D-aspartate
receptor (NMDA-R) encephalitis is considered a rare disease,
recent reports suggest that it is likely an under recognized
cause of encephalitis [1]. Herein we briefly describe five cases
of pediatric anti-NMDA-R encephalitis from a single medical
center in India to emphasize and highlight the extended clin-
ical spectrum of this disorder.

Out of five cases, four were girls. The median age was 2.5 y
(range 5 mo to 11 y). The presenting clinical symptoms included
irritability (case 1), sleep disturbance and autonomic instability
(case 2), altered mental status (case 3), non-convulsive focal
status epilepticus (case 4) and isolated expressive aphasia (case
5). Four patients were observed to have noticeable choreiform
movements. All patients had electrographic slowing or seizure
patterns on EEG but no delta brush patterns were evident. All
brain MRI and CSF studies were unremarkable. One patient
(case 3) had positive HSV-1 CSF titers from recently treated
herpes simplex virus (HSV) encephalitis. Diagnosis of anti-
NMDA-R encephalitis was confirmed by CSF and serum anti-
NMDA-R antibodies against the NR1 subunit. Screening for
primary malignancy was negative in all cases. Four patients

received IVIG and methylprednisolone, three received rituximab
and one received cyclophosphamide. One patient recovered
spontaneously without treatment. Complete recovery was seen
in two patients while two others had mild residual neurological
deficits. One patient died from autonomic instability. One patient
had a disease relapse after 6 mo and was treated with rituximab.

There are no standard guidelines for treatment of NMDA-R
encephalitis in the adult or pediatric populations. Expert con-
sensus recommendations include intravenous steroids and/or
IVIG as first line therapy followed by rituximab alone or in
combination with cyclophosphamide when the treatment re-
sponse to rituximab alone is unsatisfactory [2]. Longitudinal
malignancy screening is always recommended.

This case series underscores the highly heterogeneous clinical
phenotype of NMDA-R encephalitis in the pediatric population.
Diagnostic vigilance should be maintained in all cases of
suspected NMDA-R encephalitis as early intervention may
prove vital in improving outcomes of this devastating neurolog-
ical condition.
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The patient was admitted and treated at S.D.M.H. Jaipur under Dr. Vivek
Jain.
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