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Facial Diplegia as an Initial Presentation
of Guillain-Barré Syndrome
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ABSTRACT

Guillain-Barré Syndrome (GBS) is an acquired immune mediated inflammatory and demyelinating disorder of the peripheral nervous
system. This case report is about a 30-year-old female who presented with unilateral facial palsy which progressed to bilateral
facial nerve palsy without motor weakness of limbs. Cerebrospinal Fluid (CSF) analysis showed albuminocytological disassociation
and Nerve Conduction Studies (NCS) of face showed decreased conduction velocity of nasalis and orbicularis oculi nerves. The
patient was treated with intravenous immunoglobulin (0.4 g/kg/day) for five days and showed complete recovery. The present case

is reported due to its rarity in presentation i.e. bilateral facial nerve palsy in the initial days of presentation.
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CASE REPORT

A 30-year-old female with no prior co-morbidities presented to
Emergency Room (ER) with complaints of numbness in bilateral
soles and palms for three days, difficulty in swallowing to solids
and liquids, deviation of angle of mouth to left-side, lower backache
for two days. She described a prodromal illness four weeks back
including fever and cough. Examination revealed deviation of angle
of mouth to left-side and inability to close right eye completely
with loss of nasolabial fold on right-side. On detailed neurological
examination, it was found that the uvula was in centre and gag
reflex was present and there was difficulty in initiation of swallowing
due to motor weakness of facial nerve and extraocular muscle
movements were normal ruling out the involvement of 39, 4%,
6" cranial nerves. No wasting of muscles was noted. Tone and
power were normal, diminished knee reflex in right lower limb and
loss of bilateral ankle reflexes. Plantar reflex was mute on both
sides. Pain and temperature perception were normal in both upper
and lower limbs.

All baseline investigations done found to be within the normal limits.
Hepatitis B surface antigen (HBsAg) was found to be positive.
Ophthalmological workup including fundus evaluation was done
and found to be normal. After two days of admission, patient had
worsening of numbness over the hands and feet and developed left
Lower Motor Neuron (LMN) facial palsy with up rolling of both eyeballs.
Nerve conduction study of face showed decreased conduction
velocity of nasalis and orbicularis oculi nerve. Magnetic Resonance
Imaging (MRI) brain with whole spine showed L5-S1 lumbosacral
radiculo-neuropathy and loss of feathery appearance of lumbar
nerve roots with marginal increased contrast uptake along the nerve
roots [Table/Fig-1]. The patient was diagnosed to have asymmetric
Acute Inflammatory Demyelinating Polyradiculoneuropathy (AIDP).
Lumbar puncture done and CSF analysis revealed an increased
protein level with normal cell count suggestive of albuminocytological
dissociation as shown in the [Table/Fig-2]. She was treated with
i.v. methyl prednisone followed by intravenous immunoglobulin
(0.4 g/kg/day) for five days led to remarkable clinical recovery. The
patient was followed-up in Out Patient Department (OPD) for two
months and upto eight months through telephone and she did not
have any further episodes of facial weakness.

DISCUSSION

The GBS is an acquired immune mediated inflammatory and
demyelinating disorder of the peripheral nervous system [1]. The

[Table/Fig-1]: MRI spine of the patient. a) Axial view T1 contrast shows marginal
increased contrast uptake in nerves roots. b) Coronal view STIR shows loss of
feathery appearance of lumbar nerve roots. ¢) Sagittal view T1 SAG loss of feathery
appearance of lumbar nerve roots.

Cerebrospinal fluid (CSF) profile Values
CSF colour Colourless
CSF volume 0.5mL
CSF appearance Clear
Coagulum Absent
RBC'’s Nil
Total cells 4 cells/cu.mm (L-100%, N-0%)
CSF glucose (mg/dL) 65
CSF protein (g/dL) 238
CSL chloride (mmol/L) 116
Albuminocytological dissociation Present

[Table/Fig-2]: Cerebrospinal fluid analysis in a case of GBS on day 2 of presentation.

CSF: Cerebrospinal fluid; RBC's: Red blood cells; L: Lymphocytes; N: Neutrophils

common clinical presentation includes ascending symmetrical
weakness, sensory symptoms and areflexia. It uncommonly presents
in the atypical forms as brachial pharyngeal variant, Miller fisher
and other restricted forms. GBS is a rapidly progressive peripheral
polyradiculoneuropathy typically resulting in areflexia and rapidly
progressing ascending weakness of atleast two extremities [1,2].
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Different subtypes include AIDP, Acute Motor Axonal Neuropathy
(AMAN), Acute Motor and Sensory Axonal Neuropathy (AMSAN),
acute sensory neuropathy, acute pan dysautonomia and the
Fisher syndrome [3].

In the present case, classical presentation of progressive ascending
weakness of limbs were not the presenting complaints instead here
the patient came with involvement cranial nerve palsy on right-side
initially and subsequently on the left-side in due course. Bilateral
facial palsy is very rare and accounts for 0.3-2% of facial palsy
cases. Fatalities are commonly associated with respiratory failure.
Immediate diagnosis and management are very crucial. The most
common aetiologies of BFP were Lyme disease, GBS, sarcoidosis
and bell’s palsy. BFP can be caused by viral diseases like influenza,
Cytomegalovirus (CMV), Epstein-Barr Virus (EBV), Herpes Zoster
(HZV) and bacterial diseases like tuberculosis, leprosy, tetanus and
parasitic manifestations like leptospirosis, malaria, syphilis [4].

Another case report on isolated diplegia also showed a similar
presentation with sudden onset of bilateral facial nerve palsy associated
with bilateral lagophthalmos without prodromal symptoms, bilaterally
absent ankle jerks, albuminocytological dissociation and demyelinating
type of facial palsy in NCS and improvement with Intravenous Immune
Globulin (IVIG) [5]. Bilateral facial nerve palsy was the initial feature
noted in the present case which is rare and expected commonly in later
stages of GBS. In the present case, bilateral facial nerve palsy points
towards many other differentiating conditions like Multiple Sclerosis
(MS) etc., and it was ruled out due to lack of typical MRI brain picture.
The index patient was diagnosed with atypical GBS- relative symmetry,
numbness and pain at the onset, bilateral facial nerve involvement,
prodromal illness, albuminocytological disassociation in CSF, NCS
showing demyelination of facial nerve, mild sensory symptoms. These
features are strongly supportive of GBS according to modified Asbury
criteria and Brighton criteria [6,7].

The pathophysiology of GBS is mainly based on an autoimmune
postinfectious process following viral infections like CMV or EBV
or bacterial like Campylobacter jejuni infections etc., [8]. The main
pathology behind occurrence of GBS by Campylobacter jejuni is
production of antiganglioside antibodies against ganglioside like
Lipooligosaccharide (LOS) of bacteria, which acts on gangliosides
of peripheral nerves. In the past, a case reported on Escherichia
coli-associated GBS which presented with lower backache and
weakness of lower limbs with history of fever and enteritis, whereas,
present case had no history of enteritis, which made Campylobacter
least likely as a cause. In the present case scenario, exact cause
for occurrence of GBS was presumed by supportive evidence of
HbsAg positive result [9].

Contemporary studies have reported an association of GBS and
conventionalinfluenza, hepatitis B, measles, mumps, rubella, tetanus,
polio and gardasil vaccines [10,11], Influenza vaccination was more
likely to be associated with development of GBS as compared
to other vaccines [12]. A previous study on postvaccination GBS
showed bilateral weakness of lower limb as early motor symptom
associated with pain, developed within three weeks of vaccination
[13]. A meta-analysis on association between influenza vaccination
and GBS revealed no risk of GBS in patients who received trivalent
influenza vaccine [14]. Bilateral facial palsy may be a specific feature
of GBS developed post COVID-19 vaccination [15]. A case was
reported in the literature, where patient presented with bilateral
facial palsy after 1t dose of COVID-19 vaccination within 10 days
and diagnosed as GBS and improved with administration of
steroids and IVIG [16]. The present case also had history of COVID-
19 vaccination two months prior to admission. But longer duration
for onset of symptoms post COVID-19 vaccination ruling out it as
a cause.
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Cranial nerves are involved in 50% of all cases of GBS, the facial
nerves being affected the most. But facial nerve involvement occurs
usually following ascending type of limb weakness. Oculomotor
involvement might be seen in 10% of cases [17]. The present case
had bilateral facial nerve involvement which is most common. More
than 50% of GBS patients experience severe pain [18]. However,
this symptom is often overlooked because most of the attention is
given to limb weakness. Among them, low back pain is a common
symptom, but it can cause diagnostic and therapeutic difficulties
when patient’s experience severe pain in the absence of limb
weakness at the early stage of the disease [19]. Pain in GBS may
be due to various causes like inflammation of myelinated sensory
fibres especially in lower limbs. Sometimes even inflammatory
reactions at effected nerve roots may cause radicular nerve pain
involving lower back or even radiating to trunk and limbs. The main
postulated mechanism for pain is due to excessive production of
reactive oxygen species or reactive nitrogen species which in turn
resulting in oxidative and nitrosative stress on nerves [20].

Less than 10 cases of sensory predominant GBS are described
in literature [21]. The present case had mild sensory symptoms
but not sensory predominant. Trauma is one of rarest causes of
GBS. Various cause include injury, surgery, brain haemorrhage and
fatigue. Exact pathogenesis is still unclear. The present case didn’t
had any history of trauma [22]. Here, antiGd1a antibody test was
not done due to unavoidable reasons. If antiGd1a antibody testing
had it been done it would have been more helpful for supporting the
diagnosis [23]. In the present case, patient improved well on early
identification and initiation of IVIG and other supportive measures. In
severe cases, plasmapheresis can be a good option for treatment.

CONCLUSION(S)

The present case report mainly emphasises on the rare presentation
of GBS i.e., bilateral facial nerve palsy as an initial presentation.
Possibility of atypical presentations of GBS must be kept in mind
during initial assessment and early management of patient for better
treatment outcome.
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