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Summary

Spontaneous spinal epidural haematoma (SSEH) is a rare clinical entity, especially in infants, in whom only a few cases have been reported. Ina
paediatric emergency setting, SSEH should be considered as part of the differential diagnosis for acute extremity weakness and paraesthesia.
Epidural vascular malformations are often suspected in these cases but have rarely been demonstrated. The authors report herein a case of
SSEH in a 9-year-old boy arising from an epidural vascular malformation. He initially presented with sudden intense cervicodorsal pain followed
by hypotonic lower extremities and progressive motor weakness, with no sensory change. The MRI showed an acute extradural haematoma
extending from C7 to T4 with compression of the spinal cord. After submission to decompression surgery, he presented full recovery in 1

month. The histopathological analysis revealed a vascular malformation.

BACKGROUND

Spontaneous spinal epidural haematomas (SSEH) are a
rare clinical entity with an incidence of 0.1 per 100 000 per
year.'* There is preponderance in older-aged patients, espe-
cially those receiving anticoagulant drugs and have bleeding
and coagulation defect tendencies. During childhood, they
are even more unlikely®” with only few cases reported® !’
and their causes are frequently unknown.? 2 The youngest
case reported is on a 22-month-old male infant.>! We report
a rare case of spontaneous haemorrhage from an epidural
vascular malformation in a 9-year-old boy. The haematoma
and spinal cord compression was diagnosed by MRI, and
the pathology was confirmed by microscopic analysis.

CASE PRESENTATION

This 9-year-old white male presented with a sudden intense
cervicodorsal pain when he rose at dawn. After roughly 30
min, he demonstrated progressive muscular weakness of
the lower extremities. There was no history of trauma to
the head or spine, nor any bleeding disorder or pertinent
family history. He did not have any fever, rhinorrhoea or
other upper respiratory tract symptoms.

On arrival at our institution, the pain had subsided
but he was non-ambulatory. The neurological examina-
tion showed normal upper extremity motor and tone,
and normal cranial nerve examination. He demonstrated
hypotonic lower extremities, and motor weakness in the
lower limbs with no antigravity movement. Deep tendon
reflexes were absent in the legs. Sensory evaluation was
normal. A complete laboratory work-up, including bleed-
ing time, prothrombin and thromboplastin time, plaque
count, serum electrolytes, blood glucose level and calcium,
was within normal limits.

Plain radiographs of the chest were normal. The CT of
the spine did not show any evidence of destructive change
or fracture of the vertebral body and neural arch. MRI of
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the spine revealed an extradural mass, compatible with
acute haematoma, extending from the C7 to T4 levels,
compressing the spinal cord (figures 1 and 2).

The patient underwent surgery with C7 to T4 laminec-
tomies and decompression of the extradural haematoma
at which time anomalous blood vessels were detected and
sent for histopathological examination. Microscopy analy-
sis of the surgical specimen revealed an arteriovenous vas-
cular malformation.

After surgery, the patient began a rehabilitation pro-
gramme with an uneventful and progressive recovery and
was released 26 days after admission with a normal neu-
rological exam.

INVESTIGATIONS
MRI of the spine revealed an extradural mass, compatible
with acute haematoma, extending from the C7 to T4 lev-
els, compressing the spinal cord.

Microscopy analysis of the surgical specimen revealed
an arteriovenous vascular malformation.

TREATMENT

The patient underwent surgery with C7 to T4 laminecto-
mies and decompression of the extradural haematoma at
which time anomalous blood vessels were detected and
sent for histopathological examination.

OUTCOME AND FOLLOW-UP
After surgery, the patient began a rehabilitation programme
with an uneventful recovery and a normal neurological
examination within a month.

DISCUSSION
SSEH in children are rare lesions of unclear origin®”
and in only 10% of the patients is the underlying cause
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Figure 1 MRI sagittal T1-weighed images: left posterolateral extradural isointense mass spanning C4 to T7 vertebral segments (arrow)

and appears inhomogeneous with compression of the spinal cord.

identified.?? A vascular malformation that has been over-
looked or obliterated is one possible explanation in idi-
opathic cases.?

In the case presented, a vascular malformation caused
the acute clinical features with no significant medical his-
tory, no history of trauma and no warning signs. The pre-
senting symptoms of SSEH are usually a consequence of
spinal cord compression and roots compression, resulting
in a sudden onset of back and neck pain. In adults, the pain
and neurological deficits are characteristically specific and
localised, but in children, particularly those under the age
of 2 years, the initial symptoms are non-specific. Older
children may report back pain, weakness or paraesthesia,
whereas infants may have irritability or excessive crying.
In some children, there are no significant symptoms to

20f4

suggest SSEH. Therefore, accurate and early diagnosis may
be difficult.® 1420

The majority of spinal arteriovenous malformations are
dural (up to 70%).>* Epidural vascular malformations are
rare, particularly in children, and are fed by radicular ves-
sels accompanying the exiting nerve root, more commonly
in the lower cervical and thoracic spine, where radicular
arteries are more prominent.’ 22 23

MRI is the choice of imaging modality and plays an
important role in diagnosis and evaluation of SSEH' 2° by
simplifying the diagnostic work-up of epidural compres-
sion, as it can differentiate soft tissue from vascular and
bony pathology?? 26-2

Rapid surgical evacuation has been recommended as
a treatment of choice for symptomatic SSEH® 12 2. The
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Figure 2 MRI axial T1-weighed: compression of the spinal cord that is displaced anteriorly and to the right by the mass (arrow).

outcome of patients treated surgically is generally good® 20

2826 The most significant factors that determine neurologi-
cal outcome are interval from symptom onset to surgery,
and the degree of neurological deficits prior to surgery.
The shorter interval from symptom onset to surgery and
minor neurological deficit has been reported to result in
more favourable outcome.?” The overall good outcome
associated with epidural arteriovenous malformations is in
distinct contrast to the poorer prognosis associated with
dural vascular malformations 2¢ 30 and is likely related to
the alteration of spinal cord blood flow rather than to the
spinal cord compression.3!

» Spontaneous epidural haematomas should be
considered in acute extremity weakness and
paraesthesia in children

» Prompt MRI of the brain and spine is essential for
correct diagnosis

» Immediate surgical decompression offers the best
chance for improved outcome

» Prognosis of epidural vascular malformations is
favourable with complete recovery.
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