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ABSTRACT: Bickerstaff’s brainstem encephalitis (BBE) is a rare neurological disease 
characterized by ophthalmoplegia, ataxia and altered sensorium. Its etiology is thought to be 
autoimmune in nature and sometimes certain infections precede illness. It is a spectrum of 
illnesses with Guillain-Barre Syndrome (GBS) and Miller Fischer Syndrome (MFS). We describe 
an atypical case of BBE which was initially misdiagnosed as meningo-encephalitis. As such, we 
report this case for its rarity. Informed consent was received from the patient before undertaking 
and reporting this study.
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INTRODUCTION
Bickerstaff’s brainstem encephalitis (BBE) is 
a rare neurological disease characterized by 
ophthalmoplegia, ataxia and altered sensorium.1 
Its etiology is thought to be autoimmune in 
nature and sometimes certain infections precede 
illness2-4 It is a spectrum of illnesses with Guillain-
Barre Syndrome (GBS) and Miller Fischer 
Syndrome (MFS).5-6 We describe an atypical 
case of BBE which was initially misdiagnosed 
as meningo-encephalitis. As such, we report this 
case for its rarity. Informed consent was received 
from the patient before undertaking and reporting 
this study.

CASE REPORT
An eleven-year-old male child, product of non-
consanguineous marriage, developmentally 
normal, vaccinated student of 8th grade, younger 
of all siblings presented in ER on 5th Sep 2018 
with history of high grade fever for 1 day and 
altered state of consciousness for 2 hours. The 
fever was sudden in onset, not associated with 
rigors and chills or vomiting; but was associated 
with	 1	 episode	 of	 fits,	 generalized	 tonic-clonic	
with uprolling of eyes, frothing, urinary and 
fecal incontinence lasting 4 and a half minutes, 

followed by altered state of consciousness. There 
was	neither	 any	previous	 history	 of	 fits	 nor	 any	
such family history.

On presentation, patient had a GCS of 10/15 (E2 
V2 M4), tone was increased, neck rigidity was 
positive	but	Kerning’s	sign	was	negative.	Reflexes	
were brisk in lower limbs and normal in upper 
limbs.	Plantar	 reflexes	were	upgoing.	Abdomen	
was soft, non-distended, liver 2cm below right 
costal margin, soft, left lobe not palpable. There 
was bilateral equal air entry in chest and normal 
vesicular breathing was present. Heart sounds 
were normal. Pulses were palpable and were of 
good volume. His pulse was 108/min, respiratory 
rate was 40/min, blood pressure was 100/70 
mmHg, temperature was 98 F and SpO2 was 
98%.

Initially he was managed as meningo-
encephalitis. Later on, his LFTs were found 
to be markedly deranged with ALT 1458 U/L, 
AST 1602 U/L, Bilirubin 1.8 mg/dl. His PT/aPTT 
were also deranged. His CBC showed Hb 15g/
dl, platelets 54000, TLC 5.4 × 103. Persistent 
thrombocytopenia remained and the patient had 
altered aspirate due to which lumber puncture 
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was not done. He was treated as hepatic 
encephalopathy. He started to improve in 6 to 7 
days with LFTs returning to normal values; and 
platelets improved after transfusions. PT/aPTT 
returned to normal level, GCS improved to 12/15 
and there were no signs of raised intracranial 
pressure. Meanwhile, LP was planned and showed 
a picture of partially treated viral meningitis. Nerve 
conduction studies and electromyography were 
done and showed poly-axonal neuropathy. Anti-
Gq1b	antibody	seropositivity	confirmed	BBE	and	
that was an important diagnostic test in reaching 
the diagnosis. Therefore, he was diagnosed 
as a case of BBE, a very rare post-infectious 
neurological disease. Thus IVIGs were planned 
for	treatment.	Before	reaching	the	final	diagnosis	
Guillain-Barre syndrome was also listed as an 
important differential.

DISCUSSION
This case of BBE presented without external 
ophthalmoplegia. Initially, he was misdiagnosed 
as meningoencephalitis. Anti-Gq1b antibody 
seropositivity	has	confirmed	a	spectrum	of	BBE	
and MFS, but MFS has fewer CNS symptoms, as 
in this case.7 So we diagnosed it as BBE. Lack 
of ophthalmoplegia is thought to be due to rapid 
progression of altered sensorium.8

In this case, presence of anti-GM1 and poly-axonal 
neuropathy coupled with altered sensorium and 
positive Babinski sign indicated autoimmune 
encephalitis compatible with BBE. 

Initial presentation of fever should raise concern 
for infectious origin and it should be addressed 
accordingly. It is important to differentiate viral 
encephalitis from BBE, with the symptoms of 
altered levels of consciousness and headache, 
as undetermined viral encephalitis may worsen 
the prognosis.9

Due	to	lack	of	definitive	treatment	in	BBE,	patients	
treated with IVIG and steroid monotherapies 
demonstrated shorter times to complete resolution 
of symptoms from 24 and 60 days, respectively. 
Other treatments take longer to resolve.10

CONCLUSIONS
The diagnosis of BBE requires history, symptoms, 
anti-Gq1b antibody seropositivity, MRI and 
nerve conduction studies because of its atypical 
presentation.  
Copyright© 07 Mar, 2019.
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