GRADE V SPONDYLOLISTHESIS
ASSOCIATED WITH A PARAORTIC NEUROFIBROMA
-A Case report-
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INTRODUCTION

Spondylolisthesis is defined as a slipping forward
of one vertebra on another. Meyerding described a
grading system for classifying the percentage of slip-
page. In this system, Gr I is slippage of 0 to 25 per
cent, and Gr IV is slippage greater than 75 per cent. Gr
V spondylolisthesis (spondyloptosis) is the most severe
form of spondylolisthesis which is mostly seen in L 5.
In spondyloptosis, there is vertical descent of the entire
vertebral body of the L. 5 below the end plate of S 1.

In spondylolisthesis, the indications for surgery pri-
marily include pain and radiculopathy. Additionally in
children, the indications for surgery include a 50 per
cent slip and the presence of progression and cosmetic
problems. The patient with severe spondylolisthesis
should have fusion in normal alignment to prevent pro-
gression, relieve pain and improve cosmesis.

Case history

A twenty-year old female patient was admitted with
the complaints of low-back pain and gait disturbance
for six years. She had a history of two attempted fu-
sions without instrumentation. Both failed to give her
any relief. Her physical examination revealed tightness
of hamstring muscles on both sides and no motor, sen-
sory or sphincteric neurologic findings. SEP examina-
tion was found to be normal. Grade V spondylolisthe-
sis was seen on plain x-ray examination. CT and MRI
were performed but no underlying pathology was de-
tected.

The patient was decided to be operated on so as to
improve her gait and obtain fusion. The first stage of
the operation consisted of posterior ileo-sacro-lumbar
instrumentation and postero-lateral fusion. Intra-
operatively pedicles were seen to be very narrow,
transvers diameters being very small. Transpedicular
fixation therefore, could not be performed so sublami-
nar wiring of L3 and 1.2 and a bi-laminar claw at L1
were used. For the second stage a trans-peritoneal lum-
bosacral fusion was planned, but as the operation com-
menced, a firm paraaortic mass extending from the
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aortic bifurcation up to the retrogastric area was en-
countered. The tumor could only be excised partially
due to its extension and anterior fusion was performed.
The patient's recovery was unevenful for the twelve
months follow-up period. Solid osseous union was
seen on plain radiographs. She was relieved of all her
pain, but had some residual deformity. Histologic ex-
amination of the paraortic mass revealed a neurofibro-
ma. retrospectively, the patient was re-evaluated, but
any finding suggesting neurofibromatosis was not
found. However, pedicle and facet joint changes was
assumed to be dystrophic changes seen in neurofibro-
matosis.

DISCUSSION

Nerofibromatosis is known to be associated with
dystrophic changes in the vertebral column and several
vertebral deformities. but spondylolisthesis is an unu-
sual spine deformity in neraofibromatosis. This defor-
mity is frequently known to case is the only patient to
our knowledge presenting with paraortic neurofibroma
and severe spondylolisthesis. Whether the deformity is
caused by the tumor or the association is only inciden-
tal is very hard to decide. But this case implies that Gr
V spondylolisthesis may be associated with neurofib-
romatosis in children and this possibility should be
considered preoperatively.
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HIGH THORACIC CONGENITAL KYPHOSIS ASSOCIATED WITH
A HIGH MEDIASTINAL NEUROENTERIC CYST
(A Case Report)
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A case of high thoracic kyphosis, that was found to be associated with a neuroenteric cyst located at the poste-

rior mediastinum is presented.

Total excision of the cystic lesion immediately anterior to the vertebral column could be accomplished by a
right thoracotomy and anterior as well as posterior in-situ fusions were performed for the rapidly progressing defor-

mity.

Congenital kyphotic deformities of the spinal col-
umn located at the high thoracic area are known to be
rapidly progressing lesions with dismal prognoses. The
natural history of these deformities are often associated
with a high rate of spinal compression and neurologic
involvement. Posterior fusions alone are sufficient for
neither halting the progression of the deformities, nor
decompression of the spinal cord that is usually
pressed to the posterior sides of the vertebral bodies.
Hence anterior and posterior fusions should be the
treatment of choice and should be contemplated as ear-
ly as possible.

Neuroenteric cysts are a subgroup of split notocord
syndromes, formed by the adhesions between the neu-
ral tube and the gut. They may be in continuity with
the gut or the subarachnoid space or rarely both, and
may as well form an enteric fistula. The most common
locations are the posterior mediastinum and the retro-
peritoneal region.

Case Report:

A two and one half year old girl was brought to the
our department with her parents observation of a rapid-
ly progressing hump at the base of her neck. The defor-
mity was noticed three months ago. The patient had
begun walking by the age of thirteen months but was
not fully continent as yet.

She had a small hump at her high thoracic area, no
neurologic defect could be detected. Radiologic exami-
nation revealed a high thoracic konjenital kyphosis
measuring 57 degrees from T1 to TS and lower thorac-
ic hypo-kyphosis. Suspecting of a dysraphic spine
Magnetic Resonans Imaging (MRI) of the region and a
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control visit three months later were scheduled.

MRI revealed a huge cystic mass located at the
posterior mediastinum in the vicinity of the vertebral
deformity that was thought to be a neurocnteric cyst
and the patient's deformity has progressed to 68 de-
grees during the three months. Neither myelographic
examination nor the three months. Neither myelo-
graphic examination nor the upper GI serics demon-
strated any leakage of dye into the cystic cavity.

The decision to operate was mainly based on the
rapid progression of the vertebral deformity. A right
thoracotomy through the third right rib, elevating the
scapula, revealed a retropleural cystic mass filled with
a clear and very viscous fluid. The cyst could be thor-
oughly excised and an anterior fusion using the ex-
cised rib as a strut graft was performed after discecto-
mies. Her post-operative recovery period was
eventless and a posterior fusion was performed four
weeks later. The patient was discharged from the hos-
pital wearing a Minerva type cast. The cast was re-
moved at three months follow-up visit and despite
some displacement of the anterior strut graft a bony fu-
sion was achieved.

Histologic examination of the mass revealed a cyst
cavity lined up with primitive neural like elements and
the diagnosis of a neuroenteric cyst was confirmed.

DISCUSSION

Congenital kyphosis is a well known clinical entity
and if located at the high thoracic region carries a very
high risk of cord compression and neurologic involve-
ment. Results obtained by braces have been very un-
satisfactory and early surgical fusion of the deformity
is usually neccesary. Posterior approaches per-se have
very high rates of pseudoarthroses and are nearly al-
ways insufficient for spinal decompression. Both ante-
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rior and posterior fusions and if neccesary anterior de-
compression should be the treatment of choice.

Congenital deformities of the vertebral column are
frequently associated with dysraphic choanges of the
spinal cord, so MRI examination has long been a stan-
dard preoperative procedure. As can be seen from our
case it has proven helpful in delineating other possible
abnormalities, that may prove very difficult to deal
with if not prepared.

Whether the association of the cyst and the vertebral
congenital deformity is purely incidental or if there is a
cause-effect relation between the two is very hard to
decide. Neuroenteric cyts are thought to be caused by
adhesions between the neural tube and the endoderm
that will form the fore-gut and these adhesions might
probably have caused formation defects at the anterior
portions of the somites.
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