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Nearly half of patients with Guillain-Barré syndrome (GBS) have cranial nerve involve-
ment. Ocular muscle weakness or ophthalmoplegia occurs in ~10% of these patients.
Patients presenting with bilateral ptosis, with or without ophthalmoplegia, is a rare
finding. Anti-GQ1b antibody has been found in Miller Fisher syndrome and GBS with
ophthalmoplegia variants. We report a case of GBS in a young boy presenting with rare
presentation of tetraplegia, bilateral ptosis, and facial palsy, no ataxia but ophthal-
moplegia with seronegative anti-GQ1b antibody. Patient showed recovery in cranial
nerves involvement as well as with motor and functional recovery after 3 weeks of
inpatient rehabilitation (Barthel Index score improved to 60/100 at the time of dis-
charge from 20/100 at the time of admission). He was independent for most of the
activity of daily livings including ambulation at the time of discharge from rehabilita-

= rehabilitation tion unit (p <0.001).

Case Presentation

A 7-year-old boy with normal birth and development with no
prior illness presented with acute onset symmetrical ascend-
ing pattern of the weakness of all limbs followed by restricted
eye movements and drooping of both eyelids of 15 days dura-
tion. On evaluation at admission in neurology department, the
child was alert and conscious with stable vitals. Cranial nerve
examination showed asymmetrical bilateral partial ptosis
with slight evidence of fatigability with gross global restric-
tion of eyeball movement. Pupillary reactions and fundus
examination were normal but had evidence of asymmetrical
lower motor facial weakness in the form of inability to close
the eyes to bury the eyelashes as well as left-sided facial devi-
ation on attempting to smile. No evidence of bulbar weakness
was noted. Motor examination showed asymmetrical flaccid
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weakness with depressed deep tendon reflex, and sensory
examination was within normal limits. There was no history
of fever, trauma, recent vaccination, seizure, altered conscious-
ness, dysphagia, bladder, and bowel disturbances. The possi-
bility of neuromuscular junction disorder versus Miller Fisher
variant of Guillain-Barré syndrome (GBS) was considered as
diagnosis. His electrophysiological study showed reduced
compound motor action potential amplitude, normal sensory
nerve action potentials with motor and sensory conduction
being within normal limits. The repetitive nerve stimulation
did not show evidence of neuromuscular junction disorder.
Further, the cerebrospinal fluid showed a mild increase in
protein with normal cytology. Screening for the antiganglio-
side antibody including the serum anti-GQ 1b antibody was
negative. He was treated with 5 cycles of small volume plas-
mapheresis (SVPP) followed by intravenous immunoglobulin
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(0.4 g/kg body weight for 5 days) given inadequate response
with SVPP and referred for further inpatient rehabilitation.

At admission in the rehabilitation unit, he was bed-bound,
dependent on almost all the daily activities on caregivers. The
single breath count was 20 with chest expansion of 2.5 cm at
the level of nipple (anterior axillary fold). His cranial nerves
examination findings were unchanged (=Fig. 1). Upper limb
motor power examination showed Medical Research Council
(MRC) scale of 0/5 in shoulder joint muscles, 35 in elbow flex-
ors, % in elbow extensors, %5 in wrist, and finger flexors of both
sides with wrist and finger extensors had ¥ motor power. In
the lower limbs, motor power examination showed MRC scale
of ¥ in hip and knee muscles bilaterally and 35 in ankle and
toes muscles bilaterally. Bilateral hand grips were poor. The
patient had poor static and dynamic trunk control.

Rehabilitation was focused with the goal to prevent com-
plications and maximize functional ability. Physiotherapy was
focused on active/active assistive range of motion exercises
of all limb joints, stretching and strengthening exercises of
orofacial, limb, trunk, respiratory, and extraocular muscles.
For respiratory muscles training, deep breathing exercise
and incentive spirometry were included. Occupational ther-
apy was mainly focused on bed mobility, upper limb mobil-
ity, functional abilities training, hand function activities,
age-appropriate activities of daily living training, and modifi-
cations. Eye care was done with night patching and four hourly
applications of artificial tear drops.

After 3 weeks inpatient rehabilitation, patient developed
good sitting balance (both static and dynamic). His motor
power (MRC Scale) became %5 in shoulder groups of muscles;
¥ in elbow flexor and extensor; % in flexors of wrist and
finger; % in wrist and fingers muscles on both sides. Lower
limb muscles motor power improved to % in hip muscles, ¥
in knee muscles, 45 in ankle muscles, and 35 in toes muscles
in both sides. He became moderately independent in his daily
activities including independent ambulation. He had sig-
nificant recovery in extraocular movements with no ptosis
(=~Fig. 2). At the time of admission, patient had severe dis-
ability with Barthel Index score of 20/100.! Scores improved
to 60/100 showing significant functional recovery (p < 0.001).

Discussion

GBS is one of the common causes of acute flaccid
paralysis in children with reported incidence of 1 to

Fig. 1 Patient with complete ophthalmoplegia with recovering
ptosis.

Fig. 2 Patient with recovering ophthalmoplegia at the time of
discharge.

2/100,000 population.>* Ocular muscle involvement or oph-
thalmoplegia occurs in nearly 10% of GBS patients.> The
spectrum of ophthalmic involvement in GBS is wide and can
mimic central ophthalmoplegic phenomena like internuclear
ophthalmoplegia and Parinaud's syndrome as well as inter-
nal ophthalmoplegia with pupillary involvement. Presence of
high titers of anti-GQ1b immunoglobulin G antibodies usu-
ally correlate with the extent of ophthalmoplegia in GBS but
can be negative in up to 15% of patients, as in our case. Since
our patient had severe limbs weakness and evidence of early
respiratory compromise, appropriate treatment was initiated
and escalated accordingly. The improvement in the ophthal-
mologic deficits was spontaneous or therapy-related would
be difficult comment upon.

GBS and myasthenia gravis (MG) occurring concom-
itantly in the same patient have been reported in the
literature.® In this case, we did not find any clinical or lab-
oratory evidence for MG. One of the neuromuscular junc-
tion disorders, such as botulism, can also cause generalized
paralysis and ptosis.” In our patient, normal pupillary func-
tion with ascending paralysis led to the exclusion of botu-
lism. The anti-GQ1b antibody has been found in GBS with
ophthalmoplegia and MFS variants.® Absence of ataxia and
seronegative anti-GQ1b antibody excluded MFS variants in
our case. Tetraplegia with seronegative anti-GQ1b antibody
and multiple cranial nerves palsy manifesting as complete
ophthalmoplegia, ptosis, facial weakness makes the diag-
nosis of GBS with a rare variant in the pediatric age group.
Hence, we are adding to the literature regarding anti-GQ1b
antibody-negative neuro-ophthalmological involvement of
MFS spectrum, which needed prompt suspicion to initiate
early treatment.

Conclusion

The GBS presenting with tetraplegia, facial palsy, and ophthal-
moplegia with ptosis and seronegative anti-GQ1b antibody is
arare presentation in the pediatric population. As with other
GBS, this patient showed remarkable functional and motor
recovery with early and timely inpatient rehabilitation.
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