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Dear Editor,

Lambert-Eaton myasthenic syndrome (LEMS) is a rare neuromuscular junction disorder resulting from the development of auto-anti-
bodies against voltage-gated calcium channels (VGCCs) in pre-synaptic terminals (1). It has tumoral and non-tumoral forms; the former
is associated with small cell lung cancer. Clinically, it is characterized by proximal weakness, autonomic symptoms, and loss/reduction
of deep tendon reflexes (2). Muscular weakness, frequently occurring in the lower extremities, almost always begins symmetrically in
the proximal muscles, progressing to involve the distal muscles over time (3). It may be confused with myopathic disorders due to the
presence of symmetrical muscular weakness involving the proximal muscles. Herein we present the case of a non-tumoral LEMS patient
who was diagnosed as having myopathy due to weakness that started in the legs nearly 23 years ago. Written consent was taken from
the patient.

A 5|-year-old female recalled having difficulty in climbing up the stairs approximately 23 years ago. At that time, she had had a slowly
progressing clinical course. Electromyography (EMG) and muscle biopsy were first performed 2 years after the initial onset of her
symptoms, and she had diagnosed as myopathy. After that, she never received medical treatment, although she had ptosis in the past
10 years and was unable to walk without assistance in the past | year. She had no dryness of the mouth, constipation, or sweating.
Her general physical examination was unremarkable, and she had no orthostatic hypotension. In her neurological examination, she was
found to have ptosis bilaterally, with minimal limitation in outward eye movements in both eyes. She had normal speech and normal
lower cranial nerve examination results. Her muscle power in the upper extremities was 4/5 proximally, while her muscle power in the
lower extremities was 2/5 and 4/5 proximally and distally, respectively. Except for a Creatinine Kinase (CK) level of 302 U/L, she had
normal blood biochemistry values. EMG showed a low
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As LEMS is a condition that affects the neuromuscular
junction, myasthenia gravis represents the entity that is
most frequently considered in the differential diagnosis.
However, proximal weakness may also lead to misdiagnosis
as myopathy, particularly in case of mild weakness and slow

Figure |. A repetitive neurological study with ADM recording: Continuous
pathological decrement with a 3-Hz stimulation frequency and 300% increase in
amplitude with a 50-Hz stimulation of 4 s
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progression in the non-tumoral type as well as in the presence of elec-
trophysiological myogenic changes, similar to our case (4). The reported
time to diagnosis from the onset of symptoms in LEMS varies between 2
months and 25 years (5). The diagnostic delay in our patient encompassed
a period of 23 years. Although absent in our patient, autonomic symp-
toms, which are generally mild with no significant effects on functions, are
seen in many cases (6). Thus, it should be remembered that these symp-
toms may be easily overlooked unless actively questioned.

With this case presentation, we would like to emphasize that in patients
with proximal muscular weakness, autonomic symptoms, loss/decrease in
DTR, and low motor amplitudes despite normal sensory conduction in
electrophysiological studies, a diagnosis of LEMS should be kept in mind.
Even in the presence of myogenic changes on needle EMG, repetitive
nerve stimulation should be performed in these subjects.
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