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Unusual clinical course

Guillain-Barré syndrome (GBS) is an autoimmune disease of the peripheral nervous system. It has multiple pre-
sentations, demyelinating or axonal, according to the pattern of injury. In general, there are cardinal symptoms,
such as areflexia and ascending symmetrical lower limb weakness. GBS has multiple different variants. Acute
inflammatory demyelinating polyradiculoneuropathy (AIDP) is the most common type. Other known variants
are acute motor and sensory axonal neuropathy, acute motor axonal neuropathy, acute sensory neuropathy,
acute pan dysautonomia, and Miller Fisher syndrome.

In the present case, the patient had initial symptoms of distal bilateral paresthesia and 12 days later he devel-
oped left facial muscle weakness, a decrease in ability to taste, and right facial muscle weakness. Two days lat-
er the patient said he did not have limb weakness. On examination, he had bilateral lower motor facial palsy,
the power in his upper and lower right limbs was 4/5, and he had bilateral upper limb hyperreflexia. Results
of a nerve conduction study were consistent with acute demyelinating polyneuropathy with secondary axonal
loss. The patient was treated with immunoglobulin G, 0.4 mg/kg/d for 5 days, and fully recovered.

Facial diplegia is one of the GBS variants that presents rarely as pure bilateral facial weakness or is preceded
by bilateral lower limb weakness. The present case underscores that patients with GBS may have facial diple-
gia before weakness. Also, they may not have areflexia as a cardinal feature, and instead, hyperreflexia may be
seen. Although hyperreflexia has been reported in association with the acute motor axonal variant, the pres-
ent case shows that hyperreflexia also can be found with AIDP.

Facial Nerve Diseases ¢ Guillain-Barré Syndrome ¢ Reflex, Abnormal
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Background

Guillain-Barré syndrome (GBS) is a group of autoimmune dis-
eases that affect mainly the peripheral nervous system, com-
monly with either a demyelinating or axonal pattern. The inci-
dence is 1.1 to 1.8 per 100 000 persons per year worldwide [1]
and the mortality rate varies from 0% to 8%, with a higher
rate in patients who require mechanical ventilation or who are
very elderly or have multiple comorbidities [2]. GBS can have
motor, sensory, and/or autonomic manifestations. They differ
according to the pattern of involvement.

The present case report describes a patient who had an unusual
clinical course because he developed distal limb paresthesia and
facial diplegia without limb weakness. He had mild right weak-
ness in his right limb 2 days after experiencing weakness in his
facial muscles, whereas limb weakness usually precedes facial
muscle weakness. In similar cases, early diagnosis and man-
agement are crucial because facial muscle weakness portends
a poor prognosis and patients should be assessed urgently for
the need for ventilatory support [3]. Also, the presence of hy-
perreflexia with facial diplegia indicates a need to consider oth-
er differential diagnoses, but it should not delay management.

Case Report

In January 2018, a 37-year-old right-handed man who had no
chronic medical conditions presented with a 2-week history of
distal limb paresthesia and a severe occipital headache. These
symptoms were associated with generalized fatigue and loss
of the ability to taste, which had started 12 days before. He
then developed left facial weakness, followed by right facial
weakness 2 days later. The patient had no change in level of
consciousness and no fever, diarrhea, or stress preceded his
symptoms. In the past 6 months, he had lost 23 kg because
of being on a restrictive diet.

On physical examination, the patient was a conscious, oriented,
and alert middle-aged man who was stable but unable to close
his eyes completely, raise his eyebrows, blow his cheeks, purse
his lips, or smile, but who had preserved sensation in his face.
His muscle tone was normal on motor examination but he had
a power of 4/5 in his right distal upper and lower limb and 5/5
in his left limbs. The patient’s reflexes were +1 in his lower limbs
and +3 in his upper limbs, based on plantar examination. His
plantar reflexes, sensation, gait, and coordination were normal.

Laboratory test results were normal, including screening for
HIV, angiotensin-converting enzyme, and Lyme disease. A ce-
rebrospinal fluid (CSF) analysis showed only slight elevation
in immunoglobulin G with no evidence of albumin cytologi-
cal dissociation.
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Neuroimaging studies including contrast-enhanced magnetic
resonance imaging (MRI) of the brain and spine were normal.

The results of a nerve conduction study were consistent with
acute inflammatory demyelinating polyradiculoneuropathy
(AIDP) with secondary axonal loss (Table 1)

Based on the patient’s history, clinical presentation, and labo-
ratory workup, we diagnosed him with AIDP-GBS. We treated
him with i.v. immunoglobulin G (IVIg), 0.4 g/kg/d for 5 days, for
a total dose of 40 g. The patient recovered 5 days after start-
ing IVIg and at 1-month follow-up, he had mild facial palsy.

Discussion

GBS is an immune-mediated disease of the peripheral nervous
system that is associated with a provoking factor, such as in-
fection with Campylobacter, HIV, SARS-CoV-2, or Zika virus, or
vaccination. It occurs in the form of molecular mimicry when
antibody and complement deposits on peripheral nerves lead
to nerve dysfunction or secondary to an immune reaction.

There are multiple variants of GBS. The most common ones are
AIDP, Miller Fisher syndrome, acute motor axonal neuropathy
(AMAN), and acute sensorimotor axonal neuropathy (AMSAN).
Other variants are Bickerstaff encephalitis and pharyngeal-cer-
vical-brachial and bifacial weakness.

The diagnosis of GBS is based on a patient’s clinical presenta-
tion and electrophysiological findings, which differ according
to the variant. While the AIDP variant is the most common,
the classical clinical presentation is bilateral symmetrical as-
cending weakness with hyporeflexia and electrophysiological
evidence of demyelination, such as decreased motor nerve
conduction velocity, prolonged distal motor latency, increased
F-wave latency, conduction blocks, and temporal dispersion.
Another variant is AMAN. It is acute axonal and usually pre-
ceded by a Campylobacter infection, which has a similar clini-
cal presentation, except that the patient may have preserved
reflexes. With this variant, there is no sensory nerve involve-
ment and decreased distal motor amplitude on electrophys-
iologic studies is suggestive of the presence of an axonal le-
sion. The AMSAN variant resembles AMAN because it, too,
has an axonal pattern of injury, but with motor and sensory
nerve involvement.

Bilateral facial weakness is a variant present in 14% of pa-
tients with GBS [3]. It is usually accompanied by limb pares-
thesia and areflexia with absence of ophthalmoplegia or limb
weakness [4]. The presence of facial weakness usually signifies
poor prognosis and is indicative of a possible need for venti-
latory support [3]. Therefore, early management is crucial. In
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Table 1. Nerve conduction study.

Motor nerve conduction

Amplitude

Segment Latency difference

Extensor digitorum

Ankle 18.3 ms 1.8 mV brevis-ankle 18.3 ms 90 mm m/s
"""" Fbula (head) ~ 244ms  18mV  Anklefibula(head)  61ms  280mm  46ms
Popliteal fossa 24.9 ms 1.8 mV Eclagpl:l:':eg:efzil; 0.5 ms 100 mm 200 m/s
CRighttibial
Ankle 13.0 ms 0omy  Abductorhallucis- 13.0 ms 90 mm m/s
ankle
"""" Popliteal fossa ~ 232ms  07mV  Anklepoplitealfossa  102ms  380mm  37mis
CRightmedian
Wrist 152 ms 22my  Abductor policis 15.2 ms 80mm m/s
brevis-wrist
Elbow 19.7 ms 2.1 mV Wrist-elbow 4.5 ms 230 mm 51 m/s
Cleftfadal
"""" Nesals  33ms  olmv  Nasalls  O6ms  mm  ms
"""" Rightfacial
"""" Nasalls  27ms  10mV  Nasals  oms  mm  ms
CRwavestudies
"""" Neve ~ Mltny  Fateny
"""" Right peroneal 244 sga
"""" Right median 197 21

Conduction
velocity

Nerve and
site latency

Latency

) Distance
difference

Amplitude Segment

latency

Right sural

Lower leg 14 microV. Ankle-lower leg 140 mm

Motor responses from the right peroneal, tibial, and median nerves showed significant delay in distal latency in demyelinating range
with absent F-wave motor responses. Sensory studies of the upper and lower limbs were normal.

our patient, the presence of hyperreflexia and development of
limb weakness after weakening of facial muscles underscores
the importance of early diagnosis and exclusion of other dif-
ferential diagnoses, such as infectious, metabolic, vascular,
neoplastic, and immunological diseases.

The most common infectious cause of bilateral facial weakness
is Lyme disease, which is a spirochetal infection transmitted
by a tick bite. It is endemic in the United States and patients
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with it present with multiple disseminated erythema migrans
within days to weeks of the tick bite. After that, they develop
cardiological and neurological manifestations.

Our patient reported no history of travel to an endemic area
or exposure to a tick bite. He also had no skin lesion.

We also considered sarcoidosis because 50% of patients with it
have a neurological manifestation of the disease that includes
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facial diplegia. However, our patient’s calcium level was normal
and testing for angiotensin-converting enzyme was negative.

A computed tomography scan, angiogram, and perfusion all
were sufficient to rule out vascular causes and brain stem le-
sions. Testing for erythrocyte sedimentation rate, C-reactive
protein, and an immunological workup were negative, which
ruled out vasculitis as a cause of facial diplegia that occurs
with polyarteritis nodosa, systemic lupus erythematosus, and
Sjogren syndrome.

A contrast-enhanced MRI of the patient’s brain and CSF anal-
ysis showed no evidence of multiple sclerosis. In addition, the
radiological images ruled out any neoplastic causes, such as
leukemia, lymphoma, or pontine glioma.

Simultaneous bilateral facial palsy is rare, but GBS is one of
the most common differential diagnoses for this presenta-
tion. It usually occurs in ascending patterns. In most cases,
limb weakness precedes facial muscle weakness, except for
isolated facial diplegia as a rare variant of GBS in which limb
weakness may not occur [4]. Our patient developed facial
weakness before limb weakness, which is unusual. He also
presented with hyperreflexia, which reportedly is seen main-
ly with the acute motor axonal variant and usually preceded
by C jejuni infection. Most patients with it have a history of
abdominal pain and diarrhea and albumin cytologic dissocia-
tion on CSF analysis, and almost all of them test positive for
anti-GM1 antibodies [5].
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Other cases have been reported of patients with GBS who pre-
sented with acute facial diplegia, but most of them had as-
sociated paresthesia and decreased deep tendon reflexes [4].
Loss of taste is usually not appreciated by patients with uni-
lateral facial palsy, but it is noticed when there is bilateral fa-
cial palsy when both chorda tympani branches of facial nerves
are affected.

Our patient’s presentation was unusual, in that he had acute
facial diplegia that preceded lower limbs weakness, along with
hyperreflexia. There was no evidence of albumin cytological
dissociation and a nerve conduction study was suggestive of
demyelinating polyneuropathy.

Conclusions

Facial diplegia is a common presentation of GBS, which typical-
ly but not exclusively occurs after ascending lower limb weak-
ness. Patients with GBS can have facial diplegia as their only
symptom or before limb weakness. Areflexia is not always a
cardinal feature of the condition instead hyperreflexia has been
reported but in association with an AMAN variant, which was
not the case in our patient, who had AIDP. Given a presenta-
tion such as our patient’s, careful assessment, early diagnosis,
and consideration of other differential diagnoses are crucial.
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