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ABSTRACT

Apraxia of eyelid opening (AEO) is a non-paralytic motor abnormality characterized by difficulty in eyelid opening bilaterally.
This is due to the inability of voluntary opening of the eyes in the absence of visible contraction of the orbicularis oculi despite
sustained willful frontalis contraction. We present you a case of a 60-year-old woman with AEO associated with benign essential
blepharospasm who suffered marked limitation in daily activities due to functional blindness. She was treated with botulinum
toxin type A injections following which she had adequate eyelid opening in both eyes during 1 week follow up. It is essential for
physicians and patients to be aware of this condition for proper diagnosis and treatment.
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INTRODUCTION

Apraxia of eyelid opening (AEO) is a non-paralytic motor
abnormality characterized by difficulty in eyelid opening
bilaterally. There is an inability to voluntary open the eyes in
the absence of visible contraction of the orbicularis oculi despite
sustained willful frontalis contraction. Most literature recognizes
AEOQO as a distinct clnical entity. However, it also manifests in
association with a range of other neurological disorders including
benign essential blepharospasm (BEB)'. It is more common in
women, with a peak age of onset in the sixth and seventh decades
of life*.

AEO can cause disability due to impairment in visual
integrity limiting performances of activities of daily living?. In
Bhutan, the awareness of this kind of condition is very poor,
even among health workers. In this report, we present a case of a
60-year-old woman who presented to our clinic with AEO.

CASE REPORT

A 60-year-old female presented to the National Eye Center in
Thimphu with inability to open her eyelids for a duration of
3 months. She is a housewife primarily engaged in household
activities and care giving responsibility. Over these 3 months,
she was unable to perform basic daily tasks due to total loss of
visual function with AEO. She had no history of diurnal variation
or fatiguability. She did not have a past history of ocular or
neurological conditions. Prior to presenting to the ophthalmology
clinic in May 2023, she had undergone medical and psychiatry
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evaluation for her morbidity and was found unremarkable.

On examination in the ophthalmology clinic, she was
unable to open her eyelids (Figure 1A). She had bilateral upper
eyelid dermatochalasis and spasms of orbicularis, procerus and
corrugator muscles were noted. Upon assisted opening of eyelids,
her visual acuity was 6/6 in both eyes. Intraocular pressure
measured with Goldmann applanation tonometry was 10 mmHg
in the right eye 12mmHg in the left eye. Extraocular muscle
movements were full and free in all directions. The anterior
segment and fundus evaluation in both eyes were within normal
limits. General examination did not reveal any abnormality or
contributary clinical findings. A comprehensive neurological
evaluation revealed normal mental function, normal cranial
nerve functions, absence of cerebellar signs and involuntary
movements. She was referred to the medical internist to rule
out any neurological disorder. A magnetic resonance imaging
of the brain was done, which was unremarkable. Given the
unremarkable medical and psychiatry evaluation, a diagnosis of
bilateral AEO associated with BEB was made.

After providing a detailed explanation of the condition
and the therapeutic option of botulinum neurotoxin type A
(BoNT-A) injections, the patient gave a written informed consent
to proceed with treatment. She received BoNT-A injections at
seven periocular sites around each eye, along with an additional
injection in the procerus muscle. Each injection site received a
dose of 2.5 units of BoNT-A. She was also prescribed ocular
lubricants for both eyes. At her week 1 follow up, she was able
to open her eyes normally and reported that she had resumed
her basic daily activities (Figure 1B). She was informed about
the temporary effects of the treatment and the need for periodic
repeated injections. Currently, she is being followed up 3 monthly
for repeat BoNT-A injections.
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Figure 1A. Photo of the patient on the first presentation,
where the patient is unable to open her eyelids.

DISCUSSION

Apraxia is the inability to execute movements. In the context of
AEQ, itis the inability of eyelids to open. In the case that we report,
AEO is associated with blepharospasm. While the pathogenesis
of AEO and blepharospasm is poorly understood, few hypotheses
suggest that the nigro-striatal basal ganglia pathways may project
to the premotor control of eyelid coordination. Therefore, it is
associated with dysfunction in the corticothalamic, basal ganglia,
and focal cranial nerve circuitry®. Case reports of isolated AEO
exist without blepharospasm?®. Two such cases of isolated AEO
associated with basal ganglia disease showed improvement
following treatment with levodopa®. In patients with essential
blepharospasm, the combination of spastic closure of the eyelids
and levator palpebrae superioris inhibition cause difficulty with
opening the lids after forced closure®.

BEB presentations can vary from mild symptoms such
as increased blinking rate to functional blindness, the latter of
which was present in our patient. Therefore, a clinical history
is important to determine nature of the eyelid spasm. Usually,
the patients will complain of bilateral, synchronous, stereotypical
spasms of the orbicularis oculi muscle®.

The treatment of essential blepharospasm with botulinum
toxin is well established’. It acts by inhibiting acetylcholine
release at the neuromuscular junction, which leads to decreased
muscle contraction. In a study done in Islamabad,1.5 to 2.0 units
of BoNT-A injected at 5-7 sites over each periocular region was
effective in controlling BEB®. In our case, the patient demonstrated
a favourable response to BoNT-A, with 2.5 units administered at
seven periocular sites around each eye along with an additional
inection in the procerus muscle. This treatment was effective as
the patient's AEO was associated with blepharospasm. Although
BoNT-A is well tolerated, severe disease can be resistant to BoNT
treatment sometimes’. Myectomy is an option when the patient
fails to respond to BoNT, but the surgical procedure can have
complications including post operative swelling and ecchymosis,
damage to the supraorbital nerves and exposure keratopathy!'’.
Another option is frontalis suspension surgery which has been
proven to be effective and less invasive than myomectomy in
combination with BoNT",

Although we excluded other neurological conditions
associated with AEO, the absence of a neurologist in our

Figure 1B. Photo of the patient during week-1 follow up after

botulinum toxin injection, demonstrating adequate bilateral
eyelid opening

facility limited the ability to confirm the diagnosis through a
more comprehensive differential exclusion, which could have
strengthened the diagnostic accuracy.

Patients with this condition will have marked limitation

in daily activities as it can cause functional blindness®. AEO is
a diagnosis by exclusion which needs a multidisciplinary team
of health personnel including neurologists, ophthalmologists and
radiologists.
This case represents the first reported instance of AEO in our
country. Due to the limited awareness of this condition, the
patient experienced a delay in receiving appropriate management.
Therefore, increasing awareness among healthcare professionals
and patients is critical for the timely diagnosis and effective
treatment of this condition.
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