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A Rare Variant of Guillain-Barre Syndrome: Facial
Diplegia Paresthesia

Nadir Bir Guillain-Barre Sendromu Varyanti: Fasiyal Dipleji Parestezi
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Summary

Guillain-Barre syndrome (GBS) is an autoimmune polyneuropathy syndrome with acute onset, characterized by ascending muscle weakness and areflexia. Many
rare variants of GBS have been defined. Patients with facial diplegia and paresthesia (FDP) in extremities are classified as a localized GBS variant and called FDP.
Muscle weakness is either absent or insignificant in these patients. Atypical presentations with preserved, and at times, brisk reflexes, can be a diagnostic dilemma.
Treatment in mild cases is also controversial. We describe a pregnant patient with preserved reflexes who was diagnosed as having FDP, based on the clinical and

electrophysiologic features, and highlight the treatment options of this rare variant, particularly during pregnancy.
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Guillain-Barre sendromu (GBS) akut baglangigli, asendan ekstremite giigsiizliigii ve arefleksi ile karakterize otoimmiin bir polinéropati sendromudur. GBS'nin
bir¢ok nadir goriilen varyant: tanimlanmugtir. Fasiyal dipleji ve ekstremitelerde parestezi ile seyreden hastalar bir GBS varyanti olan fasiyal dipleji-parestezi (FDP)
olarak siniflanir. Bu hastalarda motor kayip yoktur veya ¢ok azdir. Refleksleri korunmus ve bazen artmis olan hastalarda tanisal zorluga yol agabilir. Hafif olgularda
tedavi tartigmalidir. Bu ¢aligmada klinik ve elektrofizyolojik ozelliklerine dayanarak, FDP tanisi konan, refleksleri korunmug gebe bir hasta sunulmusg ve bu nadir
varyantin, dzellikle gebelik sirasindaki tedavi segenekleri tartigilmigtir.

Anahtar Kelimeler: Guillain-Barre sendromu, fasiyal dipleji ve parestezi, gebelik, tedavi

a pregnant patient who was diagnosed as having FDP and aim to
expand upon the clinical and electrophysiologic aspects of this
rare variant and also to discuss GBS complicating pregnancy.

Introduction

Guillain-Barre syndrome (GBS) is an acute monophasic
neuropathic disorder of autoimmune origin characterized by
ascending progressive limb weakness and areflexia (1). During
the course of the illness, 24-60% of patients develop facial nerve
paresis, almost all of which are bilateral (2). The clinical spectrum

Case Report

A woman aged 28 years in the 12th week of her first pregnancy

of GBS has expanded because many variants have been described
in recent years (3,4,5,6,7,8). Facial diplegia with paresthesias
(FDP) is characterized by prominent facial diplegia and distal
limb paresthesia with no or only mild motor deficit, and is a
localized form of GBS that can be distinguished by involvement
of certain muscle groups or nerves (7,8). In this study, we present

presented to our emergency department reporting that she could
not close her eyes, purse her lips or smile. She noted taste loss ten
days ago and one day later she developed paresthesias in her hands
and feet, which extended to the level of her wrists and ankles
on the same day. On the morning of the day of admission she
noted weakness in eye closure. Later that day, she was unable to
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smile. She had no history of vaccination, infection, medication
intake, trauma or travel abroad. At presentation, her neurologic
examination revealed facial diplegia. Other cranial nerves were
unaffected. Muscle bulk, tone and power in all limbs were
normal. All deep tendon reflexes were present with no clonus
and extensor plantar response. Sensory examination revealed no
deep or superficial sensory loss or hyperesthesia. Complete blood
count (CBC), thyroid function tests, vitamin B12, sedimentation
and C-reactive protein (CRP) levels were within normal limits.
Vasculitis tests, HIV, syphilis and lyme serology were assessed
as negative. Antiganglioside antibody assays were also negative.
Cerebrospinal fluid (CSF) examination showed increased protein
level (103 mg/dL) with normal glucose (62 mg/dL) and no cells.
No abnormalities were detected in the magnetic resonance
imaging (MRI) results. The electroneuromyography (ENMG)
of the patient, which was taken on 14th day, revealed markedly
decreased motor nerve compound muscle action potentials
(Table 1) (Figures 1, 2, 3). F-waves were present with no delay in
latencies (tibial F-waves 46.72 ms, peroneal F waves 45.52 ms)
(Table 2). Conduction velocities of motor and sensory nerves of
the upper and lower extremities were normal (upper extremity
>50 m/s, lower extremity >45 m/s). There was no conduction
block or temporal dispersion. No response was obtained on
bilateral blink reflex studies. The needle electrophysiologic study

Table 1. Motor and sensory nerve conductions

Nerve Latency Amplitude Velocity
(ms) (mV) (m/s)

Right median motor 4.2 1.1 52.3

Right ulnar motor 3.7 5.7 59.7

Right common peroneal 8.5 0.7 55.1

motor

Right tibial motor 5.1 0.7 47.7

Right facial motor 4.01 0.1

Left facial motor 3.6 0.1

Right median sensory 3.1 13 45.6

Right ulnar sensory 1.93 14 60

Right sural sensory 1.88 20.8 53.3

Right superficial peroneal  2.03 13 46

sensory

Table 2. F waves

Nerve Min F Max F Mean F
Latency ms  Latency ms Latency ms

Right tibial ~ 46.72 49.84 48.53

Left tibial 45.52 49.74 47.3

Right 46.13 48.18 47.15

common

peroneal

Left 45.24 47.12 46.18

common

peroneal
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revealed spontaneous active denervation potentials (fibrillation
and positive spikes) in orbicularis oculi and orbicularis oris
muscles, bilaterally. These results were evaluated to be compatible
with axonal motor neuropathy and bilateral facial diplegia. Taken
together, the clinical presentation and the electrophysiological
findings confirmed the diagnosis of FDP.

We decided to regularly observe her for any progression
over a three-week period without treatment because the patient
had no motor and autonomic involvement on the 10th day of
her symptoms. During the entire hospitalization she developed
no motor weakness and remained ambulatory. Intravenous
immunoglobulin (IVIG) was withheld as she began to recover.
On the second day of her admission her paresthesias resolved and
she made a rapid recovery. A follow-up electrophysiologic study
(day 29) revealed mild improvement of motor nerve compound
muscle action potentials. R1 and R2 responses on both sides
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Figure 1. Left facial motor nerve

Figure 3. Right tibial motor nerve
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were obtained with delayed latencies (Table 3). At the time of
discharge, no facial weakness was evident on examination and she
was able to close her eyes, whistle, blow, and frown.

Discussion

Simultaneous facial diplegia occurs extremely rarely and can
be associated with a variety of neurologic, infectious, neoplastic or
degenerative disorders (9,10). Its incidence is estimated as 1 per
5 000 000 population (11). Evaluation of the underlying cause is
crucial for the correct and urgent medical treatment (10). FDP,
a rare variant of GBS, was first defined in 1994 by Ropper (7).
Various case reports have been published since then (6,8,12,13).
Susuki et al. (6) screened 8600 patients in a large comprehensive
study and FDP was diagnosed in only 22 patients. The hallmark
components of the illness are acute onset and rapidly progressive
bilateral facial weakness, no or minimal involvement of other
cranial nerves, limb weakness or ataxia, paresthesias in the distal
dominant limbs, decreased or absent muscle stretch reflexes, the
nadir within four weeks, and subsequent recovery (5,6). Our
patient showed all these features but her reflexes were preserved
during the entire course of the illness. Patients with facial
diplegia and hyperreflexia have been reported in the literature
and regarded as having a GBS variant (4,14,15).

Taste loss is a common feature of FDP. In contrast, it is rare
in typical GBS, but also frequent in patients with Bell’s palsy
(6,7,10,14,16,17). The presence of taste loss can be a dilemma for
distinguishing between FDP and Bell’s palsy, but limb paresthesias
and hypo- or areflexia, which suggest a systemic polyneuropathy,
can help in the differentiation of both conditions (6). Our patient
described limb numbness prior to facial diplegia, which was in
agreement with other cases. All cases, except those that have
anti-CMV antibodies show negative antiganglioside serology, as
was the case in our patient, but all have CSF albuminocytologic
dissociation, which strongly suggests a GBS variant diagnosis.

In previous reports, nerve conduction studies of the patients
with FDP confirmed the presence of systemic demyelinating
polyneuropathy, but the electrophysiologic findings of our
patient were compatible with axonal polyneuropathy (6,7). To
our knowledge, axonal polyneuropathy in patients with FDP has
not been described in the literature till now.

There is increasing evidence that supports a good prognosis
for this rare variant without treatment. On the other hand, it is
hard to predict which patients will deteriorate. Therefore, many
studies advise regular observation of patients for two weeks (18).
Our patient was admitted on the 10th day of her symptoms.
Facial diplegia was present in her first neurologic examination.
We decided to observe her regularly for any progression over a
three-week period. During this time she developed no motor
weakness. At the time of her discharge, no facial weakness was
evident on examination.

Nerve R1 ms R2 ms R2-R1
Right supraorbital 13.2 36.4 23.2
Left supraorbital 11.3 33.2 21.9
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GBS complicating pregnancy is a rare event. There is no
significant difference regarding its incidence in pregnant women
and the general population; however, it increases immediately
postpartum, during the first 30 days after delivery (19). A
comprehensive review of GBS in pregnancy showed that
plasmapheresis and IVIG were both effective and safe in the
treatment of GBS in pregnancy. IVIG might be a better choice
for GBS during pregnancy because it does not involve important
alterations in blood volume (9). GBS per se is not an indication
for pregnancy termination because there is evidence that it does
not shorten disease duration or improve maternal outcomes (19).

Overall, we think that this rare case of FDP expands upon
the sparse evidence concerning the clinical course and treatment
needs, and adds evidence that polyneuropathy associated with
FDP can be axonal. The boundaries of this rare variant remain to
be elucidated through further studies.
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