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A rare case of Cobb syndrome in a black person
managed conservatively
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A rare case of Cobb syndrome in a black person Abstract
managed conservatively

Cobb syndrome is a rare metameric disorder,
characterized by either an angioma or an
arteriovenous malformation of the spinal cord, with
an associated vascular skin lesion of the same
metamere. They are less than 50 cases reported to
date. Most of the cases were in whites. We report a
case of an 18-year-old black man who presented
with sudden severe backache with rapidly
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of Health Sciences, Harare, Zimbabwe an arteriovenous malformation from forth to the

twelfth thoracic vertebrae (T4-T12). He had a
congenital cutaneous vascular back lesion covering
the same dermatomes. This is diagnostic of Cobb’s
syndrome.
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Introduction

Cobb syndrome is an exceedingly rare non
inherited condition characterised by vascular
cutaneous lesions in the same metamere with a
spinal arteriovenous malformation (SAVM) or a
spinal angioma [1-3]. It was first described in 1890
by Berenbruch [4], and further described by Cobb
in 1915 [5]. There are less than 50 documented
cases of Cobb’s syndrome to date [3,5]. The actual
incidence may be much higher since only
symptomatic patients were documented. Post
mortem studies suggest a possibly higher incidence
of this syndrome [1]. It may be possible therefore
that most of these subtle skin lesions are missed
and hence a diagnosis of Cobb syndrome is not
often made. No racial predilection has been noted
but most case reports had been white patients.
There is a slight male preponderance. Presentation
is usually in childhood and adolescence [6]. Cobb
syndrome is suspected when you get spinal
neurological deficits in a patient with a congenital
cutaneous vascular lesion [4]. Most cases however
are asymptomatic. The cutaneous manifestations
typically are present as port-wine stains or
angiomas. However, reports exist of
angiokeratomas, angiolipomas, and lymphangioma
circumscriptum [1,7]. The cutaneous lesion can be
very faint and may be more pronounced when the
patient performs a valsalva manoeuvre. The
increased abdominal pressure causes preferential
filling of the cutaneous angioma. Unilateral
cutaneous lesion may tell the side of the feeding
artery in the spinal arteriovenous malformation.
The level of cutaneous lesion does not necessarily
correspond to the level of the arteriovenous
malformation [7].

Patient and observation

An 18-year-old previously well black man,
presented with a 2-day history of severe backache
and paraplegia. He was awoken one morning by a
sharp, sudden and severe lower back ache. At that
time, he felt numbness in his right lower limb and
on trying to mobilise discovered that it was now

weak. The weakness in his right leg gradually
worsened as the day progressed. By the following
morning he could not move both lower limbs and
had bilateral numbness up to the waist. He then
developed acute urinary retention and also lost
bowel continence. The previous year he had an
almost similar event of back ache associated with
paraesthesia of the right lower limb. This however
spontaneously resolved completely in a few days.
On examination he was fully conscious and
apyrexial. He had normal power and sensation in
the upper limbs. He had a distinct sensory level at
L1, with flaccid paralysis of all muscle groups of the
lower limbs. All reflexes below T4 were absent, with
loss of anal tone. There was a large vascular lesion
covering from T4 up to T7 dermatomes on the back
(Figure 1). The lesion was enhanced by performing
Valsalva maneuver. Full blood count, urea and
electrolytes done were normal. Lumber puncture
was essentially normal except for a slightly
increased cerebral spinal fluid protein of 0.48
grams per liter. See Figure 2 for Magnetic
resonance imaging (MRI). An angiogram was not
available. The patient received high dose steroids
and showed gradual recovery of function until he
returned to premorbid state.

Discussion

The presentation of our case was similar to that of
some documented in literature. Having had a
cutaneous lesion for as long as he can remember,
our patient developed a sudden onset of back ache
associated with paraparesis and sensory
disturbances. The sudden onset of the pain is highly
suggestive of a bleed in the spinal arteriovenous
malformation. This can be further supported by the
isolated elevated protein count. The area of
increased signal in the non-enhanced T1 image
could also add to confirm a bleed. The fact that the
patient had a similar episode several years back
could also suggest that this was not the first bleed.
Even though an angiogram could not be done, the
presence of a cutaneous vascular lesion in addition
to a magnetic resonance image with vascular flow
voids in itself can be diagnostic of Cobb
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syndrome [2,5]. However this does not remove the
need for an angiogram as this is important in
identifying the malformation and can also provide
an opportunity for embolization either as a sole
treatment modality or in combination with surgery.
Treatment modalities range from mere
observation, use of steroids, surgery and more
recently embolization [2,3,6]. At the time of initial
examination our patient was in spinal shock as
evidenced by complete absence or reflexes
including bulbocavernosus reflex. Since this was at
least the second time the arteriovenous
malformation had bled, he had more chances of
disease progression with a real risk of ending up
completely paraplegic [4]. Hence an angiogram and
possible embolization was indicated. An angioma
was unlikely based on the magnetic resonance
image, which showed typical flow voids that one
would see in an arteriovenous malformation.

Conclusion

Cobb syndrome is a rare metameric disorder. It can
also be found in the black population, where the
cutaneous vascular lesions may not be so obvious.
If actively searched out for this condition may not
be as rare as currently thought. Its management
remains a challenge particularly in low resource
countries.
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Figures

Figure 1: vascular skin lesion

Figure 2: MRI scan showing multiple flow voids in
and around the spinal cord, (white arrows. A focal
hyperintense area (black arrow) T9/T10 Junction
(line)
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Figure 1: vascular skin lesion
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Figure 2: MRI scan showing multiple flow voids in
and around the spinal cord, (white arrows. A focal
hyperintense area (black arrow) T9/T10 Junction
(line)
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