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A 10 year old female child was brought with history
of weakness of left lower limb since 11 months, right
lower limb since 10 Y2 months and left upper limb
since 8 months. Child was apparently alright one year
back when she started having recurrent falls while
walking and running. This was followed by weakness
in left lower limb and, 15 days later, she started
having weakness of right lower limb. The weakness
gradually progressed over a period of 3 months such
that she initially had difficulty in walking, later she
could walk only with support and also could not stand
up from sitting position. Since last 3 months patient
is bed ridden & sits only with support. There was a
history of weakness of proximal muscles in left upper
limb since 8 months. Child was able to lift right hand
above head but with difficulty. There was no history
suggestive of cortical, cranial nerve, bladder or sensory
involvement. On examination of motor system there
was asymmetrical proximal muscle weakness (left
more than right) in lower limbs as well as upper limbs
with brisk deep tendon reflexes. Sensory system
examination was normal .There was no abnormality
on examination of the spine. MRI Cervical Spine
and 3 D CT cervical spine revealed cranio vertebral
junction anomaly with os - Odontoidium, atlanto-
axial dislocation and congenital fusion of C2 and C3
vertebral bodies with cord compression by posterior
superior portion of C2 with cord edema/myelomalacia
at C1/C2 level and severe secondary canal stenosis at
C2/C3 levels (Figure 1). Patient was given high dose
steroid for spinal cord edema. Strict immobilization of
spine with hard neck collar was done. The patient has
been referred for traction & operative stabilization by
wiring and screw fixation.

Figure 1: MRI spine showing os - Odontoidium,
atlanto- axial dislocation and congenital fusion of
C2 and C3 vertebral bodies with cord compression
by posterior superior portion of C2.
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In 1886, Giacomini coined the term os odontoideum.
This entity is clinically important because the mobile
or insufficient dens renders the transverse atlantal
ligament (TAL) ineffective at restraining atlantoaxial
motion. Translation of the atlas on the axis may
lead to impingement of the upper cervical cord or
vertebral artery. Os odontoideum is rare, but the
exact prevalence and incidence are unknown. Many
cases are either incidentally detected or are diagnosed
when patients become symptomatic. The age at
diagnosis varies significantly from the first to the sixth
decades of life. With increased awareness, however,
os odontoideum has been diagnosed in younger
patients. While the etiology remains controversial
an increased frequency of os odontoideum has been
reported in patients with multiple epiphyseal dysplasia
and Down’s syndrome (1-3). Some authors speculate
that os odontoideum represents a previous fracture of
the odontoid synchondrosis before its closure at age
5-6 years. These authors describe os odontoideum in
patients with previously normal cervical radiographs.
For example, Schuler et al elegantly described the
evolution of an os odontoideum following trauma in
a child (4).

In patients with os odontoideum, management
principles are clinical and radiologic surveillance in
asymptomatic patients, high dose steroids for spinal
cord edema, strict immobilization of spine by hard neck
collar, traction and operative stabilization in the form
of wiring and screw fixation if there is spinal instability,
neurologic involvement or intractable pain.
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