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Introduction

Benign essential blepharospasm (BEB) is the second most 
common focal dystonia after cervical dystonia which is caused 
by involuntary contraction of orbicularis oculi, procerus and 
neighbouring corrugator muscles (1,2). The excessive activity of 
these muscles causes the eye to open and close too frequently or 
too vigorous to increase the blink frequency or cause functional 
blindness (2). Pathogenesis of the disease, as of all dystonias, 
is unknown; although it is thought to develop as a result of 
dysfunction in cortico-striato-thalamo-cortical circuits (3). 
Rarely, it may start unilaterally or asymmetrically, but almost 
always involves involuntary closure of both eyes (1). In patients 
who do not have typical onset or course, the diagnosis and 
treatment process may be delayed due to misdiagnosis. In this 
article; a patient with BEB who started unilaterally and still went 
on asimetrically for long years was reported with literature review.

Case Report

A 51-year-old female was admitted to the neurology outpatient 
clinic for contraction and closure of eyelids which started in the 
left side 11 years ago and spread to the right side 1 year later. 
The patient stated that especially in bright areas, the contraction 
and closure of eyelids increased significantly, and that from time 
to time the left eye was completely closed and therefore she 
had to open left eye with her hands, frequently. In neurologic 
examination, left eyelid was nearly completely closed and right 
eyelid was minimally closed. There was no contraction at the 
edges of the mouth. Especially while speaking, it was observed 
that the eyelids of the patient could remain open. The patient 
was trying to keep her eyelids open with her eyebrows raised. 
There was no history of illness, medication use or operation in 
her medical history. She had no history of disease in her family 
history. Routine blood tests (hemogram, biochemical tests, 
thyroid funtion tests) were normal. Cranial magnetic resonance 
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and cranial magnetic resonance angiography imagings were 
normal. Diagnosis of blepharospasm was considered based 
on the anamnesis and neurologic examination findings and 
botulinum toxin-A injection was planned (Figure 1). Botulinum 
toxin (Botox®) was diluted with 2 mL 0,9% sodium chloride 
and subcutaneously injected as 5 units into 5 different points in 
the pretarsal section of the orbicularis oculi muscle. Also 5 units 
were injected into the corrugator muscle. At 2 weeks follow-up, 
complaints of the patient improved almost completely (Figure 2). 

Informed consent for using the patient’s pictures was taken from 
the patient.

Discussion
BEB is a focal dystonia that causes the eyelids to involuntarily close 
as a result of two-sided contraction of the orbicularis oculi muscle 
(2). The main symptoms of BEB are involuntary contractions of 
eyelids and increased blink reflex resulting in chronic involuntary 
contractions that ultimately affect both eyes. BEB usually begins 
with the increase in the frequency of eye blinking. Spasm follows 
the increase in the frequency of eye blinking over time. Some 
patients develop functional blindness as a result of these spasms. 
A sensory trick in the form of stretching eyebrows and eyelids 
is often seen. Spasm starts bilateral in approximately 88% of 
cases (4,5). Oftenly, diagnosis and pre-treatment processes can 
be prolonged. According to Jankovic and Orman (4), symptoms 
start 4-10 years before diagnosis in 50% of the patients and 
more than 10 years in 20% of the patients. We found out that 
our patient was followed up from an ophthalmology outpatient 
clinic for a while after the onset of the complaints and then from 
a neurology outpatient clinic with the diagnosis of hemifasial 
spasm because of the spasms being very asymmetrical. In about 
78% of the patients with BEB, which is a progressive disease, 
dystonia can be seen in the lower face or neck region (Meige 
syndrome, orofacial dystonia or oromandibular dystonia) or in 
other parts out of the facial nerve region (6). The complaints 
of our patient started unilaterally, and in a short period of 
time spread to the other side as reported in the literature, but 
the patient had always distinctly asymmetric course. Several 
oral medications were used to treat BEB. These include 
anticholinergics (trihexyphenidyl, benztropine), GABAergic 
drugs (clonazepam, baclofen), antidopaminergics (tetrabenazine) 
and mexiteline. Because of side effects and low efficacy in 
evidence-based studies, oral agents are often not preferred in 
clinical practice. Aproclonidine, an alpha-2-adrenergic agonist, 
produces a lid elevation by sympathetic stimulation of the Muller 
muscle, but its therapeutic use is limited due to tachyphylaxis 
(7-12). Chemodenervation with botulinum toxin injection is 
an effective first step treatment in BEB. There are two main 
serotypes of botulinum toxin commercially available: Botulinum 
toxin-A and Botulinum toxin-B. Botulinum toxin-A is more 
commonly used and contains onabotulinum toxin-A (ONA), 
abobotulinum toxin-A (ABO) and incobotulinum toxin-A 
(INC) (13). In the 2016 update, “Report of the therapeutical and 
Technology Assessment Subcommittee of the American Academy 
of Neurology”, ONA and INC was considered as evidence level 
B, ABO was considered as evidence level C as treatment options 
(14). More than 90% of motor symptoms have been observed 
to improve after botulinum toxin treatment in BEB (15). 
Therefore, we preferred to use onabotulinum toxin (Botox®) in 
our patient. Spontaneous remission rates in BEB were reported 
in a wide range of 1.2-11.4% (16,17). In the first or second 
degree relatives of approximately one third of the patients, the 
presence of at least one of the disorders including BEB, Meige 
syndrome, Parkinson’s disease, or essential tremor suggests that 
some patients have a genetic predisposition (5). However, most 
patients with BEB are sporadic and the causing gene has not 
been identified. A history of a movement disorder was not found 
in the first and second degree relatives of our patient.
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Figure 1. Before botulinum toxin-A injection 

Figure 2. After botulinum toxin-A injection
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Some disorders should be considered in differential diagnosis 
of BEB. If contraction affects one side of the face, hemifacial 
spasm should be considered as diagnosis but it should be noted 
that BEB rarely presents unilateral initially. Hemifacial spasm 
remains unilateral in its course, but BEB always becomes 
bilateral although it can present unilateral initially (6). If spasm 
affects one group of fibers in the orbicularis oculi muscle, the 
diagnosis is probably ocular myokymia. If bilateral eyelid spasms 
are associated with twitching or spasms in one part of the face, 
the most accurate diagnosis is Meige syndrome or idiopathic 
cranial-cervical dystonia. Antidepressants, antihistaminics, 
sympathomimetics, dopamine blocking or stimulating drugs 
and decongestants should be investigated as possible triggers of 
BEB (6). Other diseases that need to be considered in differential 
diagnosis are apraxia of eyelid opening which is characterized by 
difficulty in voluntary opening of eyelid without spasm in the 
orbicularis oculi muscle, reflex blepharospasm and blepharitis 
(6,18).

BEB is a disease that disrupts the quality of life of patients by 
even causing functional blindness. The time between diagnosis 
and initiation of treatment can be delayed, especially in 
patients with atypical onset course. Presenting with unilateral 
twitching of eyelids and continuing its course as significantly 
asymmetric, lack of symptoms in other parts of the face except 
eyelids, stretching eyebrows as a sensory trick and good response 
to botulinum toxin-A injection suggest a diagnosis of BEB. 
Therefore, it is important to note that in patients who do not 
have a typical onset or course, it may interfere with other diseases 
in the differential diagnosis.
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