Cervical Vertebral Body Shape and Morphology

in Persons with Williams syndrome

]

INTRODUCTION

Williams syndrome (WS) is a

rare congenital disorder with distinc-
tive facial features, cardiovascular
abnormalities, short stature, mental
retardation, and cognitive character-
istics. The incidence is estimated to
be about 1 in 15-20,000 live births.
It is equally prevalent in both sexes
and all populations throughout the
world. Over 90 per cent of individu-
als with the clinical diagnosis of WS
have a microdeletion on chromosome

7 (del7q11.2).

The size and morphology of the
neurocranium and the cranial base
differ from normal controls; the ante-
rior and posterior cranial base lengths
are shorter, a flattening in the supe-
rior aspect of the parietal bone is not-
ed, the posterior part of the occipital
bone is more prominent, which is
reflected in a larger total length of the
neurocranium, and the theca cranium

is thicker. (Axelsson S ez al., 2005a,
2005b).
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RESULTS

The results show that the vertebral
body height vs. depth ratio (H/D ratio)
in WS was similar to the values from
the reference material. However, for
certain age groups the H/D ratio was
significantly larger, illustrated by the
measurement from C4 on the female
group (Figure 3). The sagittal canal
diameter vs. vertebral body depth ratio
(S/D ratio) in the WS group was over-

all smaller, especially in the male group
(Figure 4).

Morphological cervical vertebral anom-
alies, such as block vertebrae or fusion
of C2-C3 (14.5 per cent) (Figure 5),
discal narrowing of C2-C3 (8.1 per
cent) (Figure 6), and/or spinal stenosis
(4.8 per cent), were found in more than
27 per cent of the study group. In the

general pediatric population the occur-
rence of cervical morphological abnor-
malities are rare; block vertebrae are
found in 4.1 per cent (Ugar and Semb,
2001). The incidence and prevalence
data of spinal stenosis is not available
but is estimated to be about 5 per cent.
The prevalences for block vertebrae,
discal narrowing and spinal stenosis in

the adult population are not available.
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