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Unusual Giant Syringomyelia with Neurocutaneous
Melanosis
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Introduction

A

two year old male presented with feeding intolerance and
lethargy. Mother had normal delivery with term baby. The
paƟent denied previous trauma or recent weight loss. Physical
examinaƟon revealed neurocutaneous melanosis (NCM) over
lower back side of body and no signs of peripheral motor deficit
or abnormal reflexes. Hematological invesƟgaƟons showed no
abnormality. MagneƟc resonance (MR) imaging found a large, cysƟc
cavity that was eccentric in the cervicothoracic spine extending
from C3 to L1. Suboccipital decompressive craniectomy, bilateral C1
laminectomy, and occipital duraplasty were done.
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Discussion
A NCM and syringomyelia were outlined by Rokitansky and
EsƟenne in 1861 and 1824 respecƟvely. NCM is a rare congenital
neurocutanous disorder associated with single or numerous
pigmented cutaneous nevi on the skin and involvement of the
leptomeninges of the central nervous system. Syringomyelia is
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Fig 1: a) SagiƩal T1 spine, b) SagiƩal T2 weighted cervicothoracic spine and c) SagiƩal T2 thoracic and
lumbosacral spine MRI showing the syringomyelia extending from C3 and terminaƟng at the T12-L1
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a fluid filled cysƟc cavity or syrinx within the spinal
cord that is associated with a Chiari type 1 but our
case associated with NCM1,2. It is tricky to determine
whether the occurrence of this rare associaƟon (NCM
and syrinx) in the same paƟent is just a coincidence or
whether they have a common pathophysiology. Their
pathology is not enƟrely clear Ɵll now.This suggests that
the associaƟon is more a coincidence. The coexistence
of these two lesions has not been documented in the
literatures.
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