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INTRODUCTION
Guillain-Barré syndrome (GBS) is an acute inflammatory 
polyradiculoneuropathy causing sensory symptoms such 
as numbness followed by ascending symmetrical motor 
weakness, facial weakness, dyspnea, dysphagia, 
diplopia, dysarthria and autonomic dysfunction.1 It is 
often preceded by febrile illness, surgery, trauma, 
vaccination. Cellular and humoral immune mechanisms 
constitute its pathogenesis.

Acute inflammatory demyelinating polyradiculoneuropathy 
(AIDP), acute motor axonal neuropathy (AMAN), acute 
motor-sensory axonal neuropathy (AMSAN), and Miller 
Fisher syndrome (MFS) are the most prevalent variants of 
GBS. Others include acute panautonomic neuropathy, 
pure sensory GBS, pharyngeal-cervical-brachial variant.

Here, we are going to report a rare variant of Guillain-Barré 
syndrome presented with features of severe ataxia of 
cerebellar type without opthalmoplegia and with intact 
proprioception.

CASE PRESENTATION
A 17-year-old female, having no previous co 
morbidities presented in emergency room (ER) of 
Pakistan Institute of Medical Sciences with complaint 
of difficulty in walking for 10 days. This was preceded by 
low grade undocumented fever and loose stools from 
which she recovered within four days.  She did not have 
any breathing difficulty, nasal regurgitation, dysphagia, 
diplopia, dysarthria. There was no history of fall, 
trauma, surgery, vaccination or previous episode of 
such illness.

At time of presentation, vital signs were blood pressure 
of 110/70 mmHg, pulse 84 beats/min, temperature of 
37 degree Celsius, respiratory rate of 18 breaths/min, 
oxygen saturation was 97% at room air, single breath 
count >20. Glasgow coma scale (GCS) 15/15, 
conscious, oriented, pupils bilateral equal and 
light-reactive, horizontal nystagmus was noted, 
extraocular movements were intact. Rest of cranial 
nerves functions were intact. According to Medical 
Research Council (MRC) grading of muscle power 5/5 
proximally and distally in both upper and lower limbs. 
Finger nose and heel-shin test were affected. Deep 
tendon reflexes were found absent in both upper and 
lower limbs. Pin prick and joint position sensations both 
were intact. Gait was ataxic. Plantars were bilateral 
equivocal. Rest of the systemic examination were 
unremarkable. Modified Rankin Scale was 4.

Preliminary investigations include blood complete 
picture that showed total leucocyte count of 7010 
cells/µl, hemoglobin 12.8g/dl and platelet count of 
253000/µl. Serum chemistry including liver and renal 
function tests along with serum electrolytes and 
coagulation profile were normal. Hepatitis B and C 
screening were negative. Chest X-ray and 
electrocardiography were normal. Magnetic resonance 
imaging of brain with contrast were unremarkable. 
Cerebrospinal fluid routine examination showed 
albumin-cytological dissociation (cell count 1/µl, 
protein 72mg/dl). Nerve conduction studies showed 
abnormal sensory responses in both upper and lower 
limbs with intact motor responses (table 1). 
Electromyography (EMG) showed normal responses.
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A 17-year-old girl was admitted after acute onset of unsteady gait succeeding acute gastroenteritis. Neurological 
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should have to give heed to the potential existence of such a scarce GBS variant. 
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Anti- neuronal antigen antibodies panel encompassing 
anti- GM1, anti- GM2, anti- GM3, Anti-GQ1, anti-GT1b 
and anti-GD1b antibodies were negative. 

Other tests including thyroid function test and 
serum vitamin B12 levels found to be normal. 
Antinuclear antibody (ANA) was negative. Erythrocyte 
sedimentation rate was 10/hr.

Keeping the diagnosis of variant of Guillain-Barré 
syndrome, immunotherapy was considered.  Family 
and patient were counseled in detail regarding the use 
of intravenous immunoglobin (IVIG) and plasma 
exchange. Risks, benefits, pros and cons of both 
treatments along with expected cost were explained. 
They opted for plasma exchange. Five sessions of 
plasma exchange were performed on alternate days. 
During hospitalization, patient remained 
hemodynamically stable. General nursing care in terms 
of bowel and bladder care, prevention of bed sores, 
deep vein thrombosis prophylaxis and physiotherapy 
were offered. At time of discharge, her symptoms of 
limb and gait ataxia improved markedly with Modified 
Rankin Scale of 3. She was discharged on Pregabalin 
due to complaint of paraesthesia with referral to 
rehabilitation centre for physiotherapy and follow up 
after two weeks.

DISCUSSION
When Guillain-Barre syndrome (GBS) first manifests, 
some individuals have severe ataxia but not 
ophthalmoplegia or significant sensory loss. The 
condition may be a GBS variation based on distal 
paresthesias, areflexia, CSF albumino-cytologic 
dissociation, and sensory neuropathy. The majority of 
these people have some weakness, and as the illness 

worsens and becomes classic GBS, the ataxia becomes 
less noticeable. Richter first suggested an ataxic variant 
of GBS in patients who demonstrated severe ataxia 
without opthalmoplegia or sensory disturbance. This 
variant has features of distal paraesthesiae, areflexia, 
and increased CSF protein concentrations.2 Ataxic 
Variant of GB syndrome forms a continuum with 
patients with Miller fisher syndrome (MFS) who present 
with ataxia, areflexia and opthalmoplegia, although 
there are also incomplete forms of MFS in which 
opthalmoplegia or ataxia is absent the differentiating 
feature from other forms of GB syndrome is that ataxia 
is cause of motor disability rather than true motor 
paralysis.3,4 Pathology of ataxic variant isn’t completely 
understood but autopsy revealed remarkable 
degradation of Clarke's column's fiber system in spinal 
cord.1 Anti GQ1b antibody is a strong diagnostic marker 
for MFS, however only a few cases of 
anti-GQ1b–negative MFS cases were documented.3 

Research revealed that similar autoantibodies were 
also present in some individuals who had acute 
self-limited ataxia without ophthalmoplegia. There is a 
raised serum anti –GD1b IgG antibody in some cases of 
Guillain-Barre syndrome with cerebellar symptoms. 5

In our case, both anti GQ1b and anti-GD1b antibodies 
came negative. Symptoms of ataxia improved with 
immunotherapy making diagnosis of seronegative 
ataxicvariant of Guillain-Barre syndrome without 
opthalmoplegia. Given that the effectiveness of IVIG 
and plasma exchange for GBS has been demonstrated 
by randomised controlled trials, both interventions may 
be beneficial in the treatment of ataxic GB syndrome.6 

However, as no randomised controlled trials have been 
conducted, their effectiveness in treating is yet 
undocumented.7
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