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ABSTRACT

70-y-old constructor right- handed man without significant past medical history, presented by bilateral hand tingling

and numbness associated with frequent objects drops for 1 year. No other neurological symptoms, no gait abnormity.

The patient continued his labor work with difficulty. After thorough clinical and electrophysical exam; the condition

was diagnosed as combined carpal tunnel syndrome and amyotrophic lateral sclerosis (ALS). Carpal tunnel syndrome

on top of amyotrophic lateral sclerosis.
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INTRODUCTION
Amyotrophic Lateral Sclerosis (ALS) involves progressive
muscular paralysis reflecting degeneration of the motor neurons
in the primary motor cortex, brainstem and spinal cord. It is the
mostly common form of motor neuron disease. The diagnosis is
based mainly on clinical criteria involving upper and lower
motor neuron signs, although electromyography aids in the
diagnosis [1]. A Male gender, aging, a positive family history and
military service are established risk factors for the development
of the disease [2]. The standard criteria of diagnosis of ALS is
the revised El Escorial World Federation of Neurology Criteria
[3,4]. The typical ALS which is the commonest form of motor
neuron disease, is a pure motor disease involving upper and
lower motor neurons, however sensory symptoms have been
reported in one third of ALS patients, with an axonal pattern in
electromyography [5]. Those patients are complaining of tingling,
paresthesia, without objective sensory loss and evidence of low
amplitude sensory nerve action potential [5].

CASE DESCRIPTION
70-old-Constructor man without significant past medical history,
presented with insidious onset of bilateral hand tingling,
numbness and occasional pain. Associated with frequent object

drop that interfered with his daily activities although, continued
to conduct his massive labor work with difficulty. No gait, bowel,
or bladder abnormalities. Complained of neck pain and MRI
cervical spine requested by his primary doctor was negative.
Exam: Alert oriented x 3, Normal speechand articulation, No
Nystagmus. Marked wasting of small muscles of hands (pictures
included) and thenar and hypothenar muscles. Observed
fasciculations over both forearms. Deep tendon jerks: Bicepsand
Brachioradialis G1, Triceps G2, B/L Patellar andankle G3, R
unsustained clonus. Positive Babinski B/L. Hypoesthesia of
lateral three and half digits of right hand, MMT: B/L thenar ms
1/5, small ms of both hands and hypothenar muscles 2/5, long
flexors 3/5, Biceps 4/5, Tricpes 5/5, deltoid 5/5, Lower
extremities muscles globally 5/5. Normal gait. Nerve conduction
studies revealed bilateral unobtainable median sensory
conduction to digit II. Normal ulnar and radial sensory
conduction studies. Prolonged bilateral median distal latencies
with preserved CMAP. Needle electromyography detected
abnormal rest potential; fibrillations and positive sharp waves
with neurogenic motor units reaching 5-6 mAmp. i.e Giant
waves in the following muscles: Bilaterally: pronator teres, first
dorsal interosseous, deltoids, abductor pollicis brevis, biceps.
Negative cervical paraspinal muscles. The suggested diagnosis
was amyotrophic lateral sclerosis superimposed by bilateral
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demyelinating median neuropathy at wrist. i.e. Carpal tunnel
syndrome.

DISCUSSION
This case presenting an insidious onset, slowly progressive ALS,
that was concealed by the presence of evident carpal tunnel
syndrome, in a very muscular labor worker elder man, who
continued to work possible because of his very strong muscular
built. Hand sensory symptoms were the driving for seeking
medical advice, although he did complain of hand muscle
weakness but evidently, compensated by his strong arm and
forearm muscles. His primary care physician suggested cervical
disc disease that was ruled out by negative MRI study. The
diagnosis of ALS was documented by clinically evident
combinations of upper and lower motor neuron lesions; severe
small hand muscle weakness, fasciculations, damped and
exaggerated jerks with positive Babinski. EMG had documented
the presence of Giant waves all over upper extremity muscles.
Normal gait with normal lower extremity muscle power and
negative bulbar symptoms could be the reason of delayed
diagnosis of ALS, although hand condition severity (Figure 1).

Figure 1: Marked wasting of the small muscles of the hand;
Dorsal interossei, first dorsal interosseous.

The severe thenar muscles wasting could not be explained by the
electrophysiologically evident carpal tunnel syndrome as the
pathology was demyelinating without change in the amplitude.
In addition to the severe hand small muscles wasting, with
normal ulnar and radial conduction studies.

Revising literature regarding the presence of carpal tunnel
syndrome or any other form of entrapment neuropathy with
ALS. We did not find that ALS per se can lead to entrapment
neuropathy. However, sensory symptoms in the form of
paresthesia and pain were reported in one third of cases of ALS,
with evidence of axonal pathology after electrophysiological
testing and sural nerve biopsy [5]. However, this could not
explain the current case (Figure 2).

Figure 2: Severe wasting of the thenar muscle.

Few case reports in the literature had reported the accidental
discovery of carpal tunnel syndrome during the process of
diagnosing ALS, but the picture of ALS was probably more
evident being affecting gait together with bulbar manifestations
[2,6,7].

Unfortunately, this patient did not show up in the consecutive
follow up visits, so we don’t have a completion of the course of
the disease progression.

ALS is usually a slowly progressive fatal disease; the death was
usually from respiratory failure and severity of the bulbar
manifestations. The course of the disease is variable but usually
takes three years [1,3,4].
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This particular atypical condition seems to be very slowly
progressive with preference hand affection and lower limb
sparing. The presence of upper motor neuron signs in the form
of exaggerated jerks, clonus and Babinski preclude the diagnosis
of progressive muscle atrophy which is the subcategory of motor
neuron disease that is pure lower motor neuron.

CONCLUSION
Very slowly progressive ALS with hand preference and lower
limb sparingp presented for overlapping carpal tunnel
syndrome.
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