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Abstract:
Background: Autoimmune encephalitis (AE) is a common cause of encephalitis in pediatric population. It can present with a wide spectrum of symptoms ranging from psychiatric manifestations, neuroregression, seizures, movement disorders, altered mental status and autonomic instability. Magnetic resonance imaging usually shows abnormalities especially in T2/FLAIR sequence. Recently, claustrum hyperintensities have been described as a neuroimaging finding that could be associated with seronegative AE. 
Objectives: A retrospective observational study aiming to look for underlying clinical features, biochemical markers, and response to immunomodulation in two patients presenting with intractable seizures and found to have claustrum hyperintensities on MRI. 
Design/Methods: Two patients meeting the diagnostic criteria for seronegative autoimmune encephalitis and have distinctive neuroimaging features including claustrum hyperintensities in T2/FLAIR sequences. All the clinical data, biochemical markers, response to immunotherapy and long-term outcome were reviewed from patients’ charts. 
Results: Two patients with MRI findings of bilateral claustrum hyperintensities on T2/FLAIR sequence and met the diagnostic criteria for seronegative AE were included in the study. Both patients presented with intractable epilepsy with poor response to anti-seizure medications. CSF showed pleocytosis, with high protein and normal glucose with negative autoantibodies. EEG showed frequent epileptic discharges. First patient responded to pulse therapy with no further seizures and second patient required pulse therapy and intravenous immunoglobulin. Her seizures’ control improved with this immunomodulation. 
Conclusions: MRI pattern characterized by high T2-signal intensity and/or in patients meeting the criteria for AE, might be an early sign of AE in patients with seronegative AE. 
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Abstract:


 


Background


:


 


Autoimmune encephalitis (AE) is a common cause of 


encephalitis in pediatric population. It can present with a wide spectrum of 


symptoms ranging from psychiatric manifestations, neuroregression, seizures, 


movement disorders, altered mental status and autonomic instability. Magnetic 


resonance imaging usually shows abnormalities especially in T2/FLAIR 


sequence. Recently, claustrum hy


perintensities have been described as a 


neuroimaging finding that could be associated with seronegative AE. 


 


Objectives:


 


A retrospective observational


 


study aiming to look for underlying 


clinical features, biochemical markers, and response to immunomodulation in 


two patients presenting with intractable seizures and found to have claustrum 


hyperintensities on MRI. 


 


Design/Methods


: 


Two patients meeting the diagnostic criteria for seronegative 


autoimmune encephalitis and have distinctive neuroimaging features including 


claustrum hyperintensities in T2/FLAIR sequences. All the clinical data, 


biochemical markers, response to immunothera


py and long


-


term outcome 


were reviewed from patients’ charts. 


 


Results:


 


Two patients with MRI findings of bilateral claustrum 


hyperintensities on T2/FLAIR sequence and met the diagnostic criteria for 


seronegative AE were included in the study. Both patient


s presented with 


intractable epilepsy with poor response to anti


-


seizure medications. CSF 


showed pleocytosis, with high protein and normal glucose with negative 


autoantibodies. EEG showed frequent epileptic discharges. First patient 


responded to pulse ther


apy with no further seizures and second patient 


required pulse therapy and intravenous immunoglobulin. Her seizures’ control 


improved with this immunomodulation. 


 


Conclusions: 


MRI pattern characterized by high T2


-


signal intensity and/or in 


patients meeting


 


the criteria for AE, might be an early sign of AE in patients 


with seronegative AE. 
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