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Fig. 1 Fiberoptic laryngoscopic pictures of the vocal cords.
(A) During inspiration, the vocal cords showed paramedian fixation with a severely restricted
abduction.

(B) During phonation, the vocal cords slightly adducted, leaving a slit-like gap.

Asterisks (*) indicate the vocal cords.
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Table 1 Reported cases of ALS with vocal cord dysfunctions.

Age/ . Vocal cord Bulbar Sx- o Survival after | Type of

Author (year) sex Initial symptoms of ALS dysfunctions laryngoscopy %VC tracheotomy ALS
Palesse (1988) ¥ 64/M Dysphonia, dysphagia Bilat VCAP 1 year — ND Sporadic
Tan (2004) 57/M Hoarseness, dysphagia Bilat VC paresis 3 months — ND Familial,

SOD1,

DI101Y
Fukae (2005) © 43/F Hoarseness, dysphagia Rt VCAP, 1 year — — Familial,

Lt VC paresis SOD1,

1149T
Salameh (2009) 7 73/M | Slurred speech, facial palsy | Rt VC paralysis 4 months — > 4 months | Familial,

SODI,

A4V

van der Graaff (2009) ¥ | 56/F Rt UL weakness VCAP 0 month 100% 1 year Familial
63/M Dysarthria, dysphagia VCAP 2 years — 1 year Sporadic
58/F | Slurred speech, dysphagia | Laryngospasm, 1 year — — Sporadic

Bilat VCAP
69/M Dysarthria, dysphagia Laryngospasm, 1.5 years 95% — Sporadic
Bilat VCAP

Bigliardi (2010) 9 74/M Stridor, hoarseness Bilat VCAP 6 months | mildly reduced — Sporadic
Present case 75/M Bilat UL weakness Bilat VC paralysis 1.3 years 62% — Sporadic

ALS: amyotrophic lateral sclerosis.

Bulbar Sx-laryngoscopy: interval between the onset of bulbar or pseudobulbar symptoms and laryngoscopic diagnosis of vocal cord

dysfunctions.

%VC: % vital capacity at the onset of vocal cord dysfunctions.
Rt: right. Lt: left. Bilat: bilateral. UL: upper limb.

VCAP: vocal cord abductor paresis. VC: vocal cord.

ND: tracheotomy was not done.

SODI1: Cu/Zn superoxide dismutase gene. Each missense mutation was indicated.
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Abstract
A case of amyotrophic lateral sclerosis with bilateral vocal cord paralysis necessitating tracheotomy

Motomi Arai, M.D., Ph.D.”, Shiori Endo, M.D.?, Goro Oshima, M.D.? and Yuki Yagi, M.D.?
"Department of Neurology, Seirei Mikatahara General Hospital
“Department of Otorhinolaryngology, Seirei Mikatahara General Hospital

Vocal cord movement disorders are increasingly recognized in patients with amyotrophic lateral sclerosis
(ALS). We describe a patient with limb-onset ALS who developed vocal cord paralysis.

A 74-year-old Japanese male consulted our clinic with a 6-month history of weakness in both arms. His family
history was unremarkable. There were fasciculations and mild atrophy of the tongue and both arms. In the legs,
muscle strength was almost normal but widespread fasciculations were present. All tendon reflexes were hypoac-
tive and pathological reflexes were absent. Thereafter, he developed weakness of the legs and showed increased
eating time. Babinski sign was positive bilaterally at this stage. The forced vital capacity dropped from 90% at the
initial evaluation to 62% of the predicted value 14 months later. Two years after disease onset, the patient devel-
oped aspiration pneumonia with hoarseness and had difficulty clearing his throat of phlegm. Laryngoscopy dem-
onstrated severe vocal cord paresis on both sides, particularly in the abductor muscles possibly leading to obstruc-
tion. Tracheotomy was performed because of the risk that the patient could choke to death.

A review of the literature suggests that severe impairment of vocal cord abduction could be a prelude to sud-
den death in ALS. Follow up by laryngoscopic examination is necessary.

(Clin Neurol 2011;51:765-769)
Key words: amyotrophic lateral sclerosis, vocal cord paralysis, vocal cord abductor paresis, upper airway obstruction,

tracheotomy




