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ABSTRACT

Syringomyeliais a progressive neurological disorder in which afluid-filled cyst known as syrinx forms within the spinal
cord. The case of a 20-year of adult is presented with lower limb stiffness and difficulty in walking for last 3 years. For
the last 1 year, he also developed stiffness of upper limbs. Upon examination, he had a spastic gait with no ataxia. There
was muscle wasting of both upper and lower limbs, with fasciculation. Tone was increased with reduced power and
hyperreflexia bilaterally in all four limbs with positive ankle clonus and upgoing plantars bilaterally. Sensory system,
cerebellum and higher motor functions were intact. MRI scan revealed an abnormal intramedullary multifocal T2WI hyper
intense signal in cervical and thoracic spinal cord consistent with syrinx and he was diagnosed with Syringomyelia. This
case is an uncommon presentation of Syringomyelia presenting with predominantly upper motor neuron lesion without
sensory involvement.
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INTRODUCTION:

Cerebrospinal fluid (CSF) normally surrounds and protects
the brain and spinal cord. However the CSF may build up
within the tissue of the spinal cord to expand the central
canal forming a syrinx. Syringomyelia is a progressive
neurological disorder in which afluid-filled cyst known as
syrinx forms within the spinal cord.* When the syrinx affects
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the brain stem, it is called syringobulbia.* The syrinx can
get big enough to damage the spinal cord and cause
compression injury of various spinal nerve tracks. Clinical
features of syringomyelia are various depending on the site,
size and spinal extension of the syrinx.? Clinical features are
usually slow to develop, progress with time and can affect
one or both sides of the body. Symptoms may include loss
of pain and temperature sensations, chronic pain, stiffness
and motor weakness of upper limbs, headaches, 10ss of
balance, urinary and fecal incontinence, sexua dysfunction
and/or scoliosis of the spine.*?

There are two main forms of syringomyeliai.e; Congenital
and Acquired. Congenital syringomyeliais usually caused
by Arnold-Chiari malformation, an abnormal condition in
which brain tissue extends through the foramen magnum
into the spinal canal obstructing the flow of CSF to result in
syrinx formation in the cervical spine.** Symptoms commonly
start between ages 25 and 40 years. People with congenital
syringomyeliamay also have hydrocephalus, henceitisaso
called communicating syringomyelia. Acquired syringomyelia
(primary spinal syringomyelia or non-communicating
syringomyelia) may be caused by spinal cord injuries,
hemorrhage, spinal cord tumors, meningitis, arachanoiditis
and tethered cord syndrome or it may be idiopathic.®*

CASE:

The case of a previously-healthy 20-years adult presented
with ingdious onset, gradually worsening lower limb stiffness
and difficulty in walking for last 3 years. He was able to
walk but required assistance. For the last 1 year, he also
developed insidious onset, gradually worsening stiffness of
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upper limbs causing him difficulties to do vocational,
avocationa and self-care activities. He had stopped working
as amechanic 3 months previously due to hisillness. Upon
probing; there was no history of numbness or tingling of
limbs, spinal trauma, fits, psychiatric symptoms, weight
loss, night sweats, urinary or fecal incontinence, altered
bowel habits, joint pains or any palpable lumps. He was
unmarried and denied sexual contact. He did not smoke or
use illicit drugs. Although his parents were first cousins,
there was no family history of any similar disorder.

Upon examination, the patient had a spastic gait with no

Figure 1: Abnormal intramedullary multifocal T2WI hyperintense
signals seen in the cervical spina cord on MRI scan

Figure 2: Abnormal intramedullary multifocal T2WI hyperintense
signals seen in the thoracic spinal cord on MRI scan

ataxia. There was muscle wasting of both upper and lower
limbs, with fasciculation present. In the upper limbs, tone
was increased, power 4/5 with Grade IIl hyperreflexia
bilateraly. In lower limbs, tone was increased, power 3/5
with Grade IV hyerprflexia, positive ankle clonus and up
going plantars bilaterally. There was no loss of sensation of
lateral (pain, temperature) or posterior (propiroception,
vibration) spinothaamic tracts. Cerebellum and higher motor
functions were intact. There was no tenderness, gibbus or
deformity of the spinal vertebrae on back examination. On
MRI scan, abnormal intramedullary multifocal T2WI
hyperintense signals were seen in cervical and thoracic
spinal cord consistent with syrinx as shown in Figures 1 and
2. Based on history, examination and radiographic findings,
he was diagnosed with I diopathic Acquired Syringomyelia.
This case is an uncommon presentation of Syringomyelia
presenting with predominantly upper motor neuron lesion
without sensory involvement.

DISCUSSION:

Motor weakness, muscle wasting, and decreased reflexes
may develop in the upper extremities due to damage to the
anterior horn cells and the corticospinal tract in the cervical
spina cord.® Involvement of the lower extremitiesis usually
rare but can occur if the syrinx extends down the spinal cord
results in spasticity, hyperreflexia, and positive Babinski
sign.” This case had muscle wasting of both upper and lower
limbs, increased tone with reduced power and hyperreflexia
bilaterally in all four limbs with positive ankle clonus and
upgoing plantars bilaterally. MRI scan discovered the syrinx
extending from the cervical to thoracic spine which helps
to explain his examination findings. Loss of pain and
temperature sensation, bilaterally and symmetrically in the
upper limbs, upper trunk and neck, is usually the first
symptom of syringomyelia and is due to the involvement
of the lateral spinothalamic tract.®” Proprioception, vibration
sense, and finetouch are preserved, asthese sensory pathways
are located more dorsally in the spinal cord and usually
remain preserved in syringomyelia.® Autonomic symptoms
such as sweating abnormalities, vasomotor changes, bladder
and bowel dysfunction may occur due to involvement of
the sympathetic and parasympathetic pathways within the
spinal cord.” However, this patient did not have sensory loss
or autonomic abnormalities.

Magnetic resonance imaging (MRI) of the spinal cord isthe
most reliable way to diagnose syringomyelia® MRI not only
helps to determine the presence, size and extent of syrinx
in the spinal cord but also aids in ruling out other causes
such as spinal cord injury/compression, tumor, meningitis,
hemorrhage and Arnold-Chiari malformation.”® Treatment
for syringomyelia depends on the severity and progression
of symptoms.® In aymptomatic and mild cases, aconservative
management plan focused on physiotherapy, avoidance of
activities that cause strain on spine and close observation
is usually employed.’® In more severe symptomatic or
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progressive disease, the solution is surgery aimed to eiminate
the syrinx and prevent further spinal cord injury.®*° There
are two general forms of surgical treatment: restoration of
normal CSF flow around the spinal cord, and directly draining
the syrinx depending on the symptoms and severity of the
disease.™

Osamaet . reported acase of C6-C7 level syrinx presenting
as neck pain, radiating to his right arm, associated with
paresthesiainvolving Index and Middle finger and apositive
spurling test with postural deviation and associated disability.
The patient received physica therapy management consisting
of pain management, cervical traction, joint mobilization
and soft tissue manual therapy aimed at postural and
biomechanical correction in combination with medications
resulting in marked improvement.*? Butt et al.™® reported 2
cases of syringomyelia, first was the result of craniocervical
meningioma and the second was due to gunshot wound
leading to spinal injury. Both cases required surgical
intervention and reported improvements afterwards.*?
Ihsanullah et al.* assessed the post-operative outcome after
Posterior Fossa Decompression (PFD) with duraplasty in
28 patients with Chiari-1 malformations to report good
outcome in 22 patients and fair outcome in 6 cases.
Furthermore, syringomyelia cases are recovered well with
syringe-subarachnoid shunt.**

In conclusion, bilateral upper and lower limb weakness of
upper motor neuron type is a rare presentation of
syringomyelia and it can be challenging to diagnose. The
presence of asyrinx within the spinal cord can cause damage
to different sensory and motor pathways leading to awide
range of symptoms. This patient has uncommon presentation
of Syringomyelia presenting with predominantly upper
motor neuron lesion without sensory involvement. The
diagnosis of syringomyelia was confirmed by MRI scan
which showed the characteristic features of the disease.
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