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- Abstract —

Two Cases of Juvenile Amyotrophic Lateral Sclerosis

Hae-Won Shin, M.D., Jae-Hoon Yang, M.D., Yoen Kyung Jung, M.D.,
Seung Min Kim, M.D., Il Nam Sunwoo, M.D.

Department of Neurology, Yonsei University College of Medicine

Juvenile amyotrophic lateral sclerosis (ALS) is a rarely occurring chronic motor neuron disease, charac-
terized by combined upper and lower motor neuron symptoms /signs with the onset before 25 years old. It

is known that the inheritance is either autosomal dominant, autosomal recessive or sporadic. We report 2
cases of juvenile ALS without family history who showed severe weakness in distal limbs with definite

upper motor neuron signs.
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Fig. 1. Pedigrees of the cases
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Table 1. Nerve conduction studies in juvenile ALS

Case 1 Case 2
Motor NCS Left (amp) Right (amp) Left (amp) Right (amp)
Median nerve
TL msec (#V) 2.85 (9500) 5.4 (3000) 4.6 (3500)
W-E m/sec (#V) 53.8 (8600) 61.1 (2400) 50.0 (2500)
E-A m/sec (4V) 57.1 (8100) 58.8 (2300) 45.5 (1500)
Ulnar nerve
TL msec (4V) 1.85 (12900) 2.3 (12100) 2.7 (15100)
W-E m/sec (#V) 60.9 (11700) 50.5 (51600) 54.7 (14900)
E m/sec (4V) 60.7 (10900) 47.6 (11800) 51.2 (14700)
E-A m/sec (#V) 63.2 (10900) 61.5 (11800) 50.0 (14300)
Peroneal nerve
TL msec (#V) 5.90(1800) NP NP NP
KA m/sec (#V) 47.3(1700) NP NP NP
Tibial nerve
TL msec (4V) 2.95 (10300) 2.80 (9300) NP NP
KA mv/sec (4V) 51.7 (7900) 51.7 (7600) NP NP
Sensory NCS
Median nerve
F-W m/sec (4V) 40.4 (10.5) 36.3 (64.6) 363 (572)
W-E m/sec (4V) 57.7 (20.5) 61.1(51.6) 59.5 (50.6)
E-A m/sec (£V) 57.1 (100) 56.6 (92.8) 49.1 (140)
Ulnar nerve
F-W m/sec (#V) 60.6 (26.0) 36.0 (19.5) 350(17.0)
W-E m/sec (u#V) 64.7 (21.3) 54.3 (26.9) 54.1 (32.1)
E-A m/sec (4V) 48.6 (22.8) 489 (42.4) 51.1(44.9)
Sural nerve
AF m/sec 29 (20.9) 40.0 (18.8) 31.9(18.3) 312(214)

NCS: nerve conduction study, TL: terminal latency, W-E: wrist to elbow, E-A: elbow to axillar, E: elbow, KA: knee to ankle,
AF: ankle to foot, NP: no potential
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