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A Case of Cerebral Adrenomyeloneuropathy
with Extensive Cerebral Lesions

Hyun-Jung Kim, M.D., Ju-Hong Min, M.D.!, Kwang-Woo Lee, M.D.

Department of Neurology, Seoul National University College of Medicine, Seoul, Korea
lDepartment of Neurology, Chung Ang University Medical Center, Seoul, Korea

We report a 31-year-old man with cerebral adrenomyeloneuronopathy variant, who presented as progressive gait
disturbance. He had spastic paraparesis, hyperreflexia without Babinski’s sign and sensory symptom. No adrenal
insufficiency was noted. Brain MRI showed extensive high signal intensities in bilateral temporal lobes and posterior
periventricular white matter in T2 weighed imaging without cerebrospinal fluid abnormality. His nerve conduction study
showed sensorimotor demyelinating polyneuropathy and the level of saturated very-long-chain fatty acids was high in

his plasma, although neuropsychological test was normal.
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Figure 1. MRI findings. T2 weighted MR images show bilateral symmetric high signal intensities in the posterior limbs
of internal capsules (A) and the white matters of temporal and occipital lobes (B).
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Table 1. Nerve conduction study findings in the right upper and lower extremities
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Stimulation site Latency Amplitude Conduction velocity Conduction velocity

(ms) (mV) (ms) ref (ms)

Median motor Right wrist 3.3 16.5 3.3
Elbow 7.4 154 53.7 >49.96
axilla 9.2 13.8 70.3 >55.96

Ulnar motor Right wrist 2.4 16.6 2.4
Elbow 6.7 15.5 51.0 >50.61
axilla 9.5 14.4 53.0 >52.69

Peroneal motor Right ankle 5.6 12.7 5.6
Knee 15.2 11.3 31.1% >41.85

Posterior tibial motor Right ankle 4.3 18.9 4.3
Knee 14.6 11.3 35.0% >40.63
Median sensory Right wrist 29 10.1 46.6 >41.26
W-E 4.1 40.5 51.2 >49.39
E-Ax 21 324 60.5 >53.95
Ulnar sensory Right wrist 39 12.8 40.7 >39.26
W-E 4.2 345 50.0 >47.46
E-Ax 2.8 60.5 54.3 >48.18
Sural Right 33 18.0 33.3% >34.68
left 35 18.1 32.8* >34.68

*decreased nerve conduction velocity
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Figure 2. A, B. Somatosensory evoked potential (SEP) findings. Left median SEP study shows prolonged cervical and
cortical latencies with prolonged interpeak latency between Erb’s point and cortex (A). Left posterior tibial SEP study
reveals prolonged thoracic (T12), lumbar (L3), and cortical latencies (B). Interpeak latency between L3 and cortex is
also prolonged. Prolonged absolute latency to wave V (6.88 ms) and prolonged IlI-V (2.58 ms) and |-V (5.06 ms)

interpeak latencies in left BAEP are seen (C).
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