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Pincer nail deformity 
in a patient with amyotrophic
lateral sclerosis
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Abstract

Although several manifestations of skin
involvement in cases of amyotrophic lateral
sclerosis (ALS) have been reported, the pincer
nail deformity has not been previously report-
ed in a patient with ALS. The pincer nail defor-
mity is characterized by distortion of the shape
of the nail with transverse over curvature and
may be associated with systemic diseases and
certain medications. We herein describe the
case of a patient presenting with a pincer nail
deformity associated with rapidly advancing
ALS. This case suggests a potential link
between quickly advancing disease and the
pincer nail deformity.

Introduction

Amyotrophic lateral sclerosis (ALS) is a neu-
rodegenerative disorder affecting motor neu-
rons that is characterized by progressive skele-
tal muscle atrophy and eventual death, usually
due to respiratory failure. Various structural,
biological and physiological alterations of the
skin have been reported in patients with ALS.1-5
The pincer nail deformity is characterized by
distortion of the shape of the nail with trans-
verse overcurvature.6-9 This deformity has not
been previously reported in patients with ALS.
We herein describe the case of a patient who
presented with a pincer nail deformity associ-
ated with rapidly advancing ALS. 

Case Report

A Buddhist priest began to experience weak-
ness of the right upper and lower limbs at 64
years of age. Six months after onset, a clinical
examination revealed weakness in all four
limbs [Medical Research Council (MRC) grade
4] with widespread fasciculation and hyper-
reflexia in the lower extremities. Plantar
reflexes were in flexion on both sides, and
there were no sensory abnormalities or cogni-
tive disturbances. Magnetic resonance images
of the brain and spinal cord were normal; how-
ever, electromyography revealed changes indi-
cating acute and chronic denervation in the

tongue, facial muscles and all limb muscles. In
contrast, motor and sensory nerve conduction
studies were normal, as were routine laborato-
ry tests. Based on the revised El Escorial crite-
ria, ALS was confirmed as the clinical diagno-
sis, and the patient was treated with 100 mg of
riluzole daily. 

Approximately 13 months after onset, the
patient’s clinical features rapidly worsened,
with progressive weakness in all limbs, pre-
dominantly on the right side (MRC grade 2).
The rapidly progressive weakness was accom-
panied by a mild pinching sensation in the fin-
gertips in both hands, although predominantly
in the right hand. A physical examination
revealed transverse overcurvature of the nails
to the extent that the nails were now pinching
the fingertips (Figure 1) on both hands, con-
sistent with a pincer nail deformity. Although
the mild pinching sensation continued, no
treatment was performed due to the patient’s
lack of pain. He became bedridden at that time.
Although an alternating pressure air mattress
helped to prevent bed sores, the dysphagia
gradually worsened and he was unable to take
solid food during the last two months of his
life. He subsequently stopped taking riluzole
because allowing the medication to dissolve in
his mouth induced numbness of the tongue.
He thereafter received palliative care, with
morphine to combat dyspnea during the last
three weeks of his life. The clinical course last-
ed one year and eight months.

Discussion and Conclusions

Several skin alterations have been reported
in patients with ALS, including elastosis,
increased mucopolysaccharides, altered colla-
gen, thickened blood vessel walls and reduced
sweat secretion in association with advancing
disease.1-5 The pincer nail deformity is charac-
terized by distortion of the shape of the nail
with transverse overcurvature, resulting in
pinching of the soft tissue of the digit.6 Pincer
nails may be associated with systemic dis-
eases, such as psoriasis, systemic lupus ery-
thematosus, Kawasaki disease, osteoarthritis
of the distal phalanx or renal failure, as well as
-blocker intake.6-9 However, there have been

no previous reports of ALS patients presenting
with pincer nails. Due to the absence of -
blocker use or systemic disease other than ALS
in this patient, we speculate that the nail
deformity was related to the advancing ALS.

Compared with that observed in age-
matched controls, the activity of matrix metal-
loproteinase (MMP)-9 in the skin is increased
in patients with ALS.4 An elevated MMP-9 level
is associated with more rapid disease progres-
sion,4 and MMP-9 upregulation may be linked
to collagen degradation and shrinking of the

nail bed, which subsequently contributes to
nail incurvation. Furthermore, a disturbance
in the sympathetic skin response and hypo-
hidrosis on the palm may also occur in those in
an advanced stage of ALS,5 and the use of -
blockers, which depress the sympathetic activ-
ity, may also induce pincer nail formation.9
These observations suggest a potential link
between rapidly advancing ALS and the pincer
nail deformity, as observed in the current case.
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Figure 1. Convex transverse overcurvature
of the nails that pinched the fingertips
(arrows) 13 months after onset of amy-
otrophic lateral sclerosis in a patient who
experienced rapid deterioration and
advancement of the disease
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