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SUMMARY: Gok A, Bayram M, Coskun Y, Ozsarag C. (Department of Neurosurgery,
Gaziantep University Faculty of Medicine, Gaziantep, Turkey). Unusual maiformations
in occult spinal dysraphism. Turk J Pediatr 1995; 37: 391-397.

Two cases of occult spinal dysraphism with different clinical symptoms, signs and
congenital pathologies are presented. One had malformations including scoliosis,
dermoid tumor, hydromyelia, diastematomyelia, dermal sinus, low conus, vertebrae
anomalies and dextrocardia. The occurrence of dextrocardia in association with occuit
spinal dysraphism was found to be extremely unusual. The second case is presented
In relation to the rarity of teratoma with dermal sinus and tethered cord in the lumbar
area. Myelography, computed tomography (CT), Myelo CT and magnetic resonance
were used In making a dlagnosis. Key words: spinal dysraphism, dermal sinus,

diastematomyelia, teratoma, dextrocardia.

Occult spinal dysraphism is an entity composed of a variety of malformations
of embriological development. It typically causes progressive neurologic
deterioration, whether of bladder, bowel or lower extremity sensorimotor function.
Tethered cord due to lipoma, lipomyelomeningocele, tight filum terminale and
adhesion, dermal sinus with or without tumors, diastematomyelia, skin and spine
abnormalities have appeared under the term occult spinal dysraphism'4. More
than one type of lesion tends to occur in a single case.

The symptoms of these lesions may arise at any age, mostly occurring in the
pediatric group* 5 and rarely in adulthood and late life” 8. Myelography, myelo
computerized tomography (CT) and particularly magnetic resonance imaging
(MRI) have made possible the identification of the exact location and have
simplified the surgical procedure of these malformations? %11,

Case Reports

Case 1

A 13-month-old infant was admitted with the complaint of inability to stand or
sit straight. Neurologic examination revealed paraparesis, analgesia under L3
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Another unusual occurrence is dextrocardia, which is usually observed in a patient
with complete situs inversus or with Kartagener's syndrome. When it occurs without
situs inversus, associated malformations are the rule'®. Dextrocardia in association
with occult spinal dysraphism was thought to be an extremely unusual finding in
our patient, as no report was found related to this association in the literature.

Fifty percent of patients reported in the literature with a dermal sinus had an
inclusion tumor. These tumors were classified as epidermoid in 13 percent,
dermoid in 83 percent and teratoma in four percent of cases®. Teratoma are
tumors having various cellular or organized components of normal derivatives
from more than one germ layer'®. Occasionally it has appeared in the spinal-
canal as a separate case?, and occurrence with occult spinal dysraphism is
extremely rare!-22, The tumor found in the second patient was included in the
category of benign teratomas due to its composition, which had components
arising from the mesoderm and ectoderm. Congenital spinal dermal sinuses above
the sacrococcygeal area are quite rare, and almost all reported cases have
occurred along the dorsal midline?3.

Plain roentgenograms are abnormal in the majority of patients*? 8, MR imaging

is simplifying the investigation of occult spinal dysraphism to a great degree,

and it was possible to achieve an accurate diagnosis in most cases®® 19, Some

difficulty was observed with the MRI scan in differentiating the exact level o the

conus from a thickened filum and in solving the diagnostic problem of ruling out

a retethered conus'®. Despite these pitfalls, the MRI scan has become the first

investigative technique in evaluation of occult spinal dysraphism® 24, When it is

not available or there is high suspicion about the pathology despite normal MRl
findings, the patient should be further investigated with water-soluble contrast

myelography and Myelo CT3 1115, '

Any child with a cutaneous stigmata, foot deformity, spinal curvature or failure
to gain sphincter control at an appropriate age should undergo radiologic
investigation regardless of neurologic status. If the initial deficit is due to true
myelodysplasia, no improvement can be achieved surgically, but secondary
effects due to traction or compression may be prevented or reversed? 6 1516,
Thus, early diagnosis and surgical therapy to prevent future or progressive
neuronal deficit are mandatory.
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