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Abstract Case Report |

Cobb syndrome is an arteriovenous malformation defined by association of vascular cutaneous , muscular, osseous
and medullary lesions at the same metamere or spinal segment.We report a case of 42-year-old woman who presented
fifteen years ago an angiomatous cutaneous patch in abdominal and dorsal region associated with paraplegia and
sphincter disorders. Clinical examination revealed a vegetal papulo-nodular angiomatous patch extending from the
right hypochondrium to the dorsal region D10-D11.An abdominal angiography scan showed a thickening of the
subcutaneous adipose tissue in band affecting the anterior, lateral and posterior abdominal wall. The medullary MRI
has objectified a dorsal intramedullary process compatible with a lesion of vascular origin. The patient was referred for
neurosurgery for management. Cobb syndrome is a rare arteriovenous malformation that can remain asymptomatic for
a long time. Clinical follow-up and radiological exploration are necessary in any patient with metameric vascular
lesions to prevent neurological deficit.
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INTRODUCTION urina}ry and fecal in_contin_ence. There was no hist_ory of
previous trauma or infectious disease. It started first by
sudden development of weakness and decreased muscle
strength in both lower extremities. Despite the motor
disability, she had never seen a doctor before. She also
had a history of lesions like a “bunch of grapes” that
were painful, extending from abdominal to dorsal
region. Clinical examination revealed a papulo-nodular
dark red patch with a metameric layout involving the
right abdomen to the dorsal vertebrae D10-D11 (Fig 1,
2, 3). It was ulcerated giving exit to pus and blood in
the right flank. Palpation noted an infiltration in some
places and a presence of a thrill. Neurological
examination found paraplegia with a sensory deficit in
her legs and an umbilical sensitive level. An abdominal
angiography scan showed a thickening of the
subcutaneous adipose tissue in band affecting the
anterior, lateral and posterior abdominal wall. The
medullary MRI has objectified a dorsal intramedullary
process compatible with a wvascular lesion. Surgery
wasn’t recommended in her case. The patient was
referred to interventional radiology department for
CASE SYNOPSIS embolization.

A 42-year-old woman living in the
countryside, with no significant past or family history,
presented five years ago a progressive neurological
deficit in the legs leading to paraplegia. She developed

Cobb syndrome is a complex arterioveinous
malformation (AVM) with a metameric distribution
involving the skin and the spinal cord.The common
neurological manifestations are pain and motor deficits
due to medullar compression. This entity was first
described by Stanley Cobb in 1915, presenting the case
of an 8-year-old boy who developped flaccid paralysis
[1]. Mean age at diagnosis is 36.4 years, with a peak
between the third and fifth decades [2]. Cobb syndrome
is rare; it has an underreported prevalence, and the
number of documented cases of Cobb syndrome in the
literature is less than 50. We describe the case of a 42-
year-old woman who presented a dark red patch
affecting dermatome D10-D11 and neurological signs
as paraplegia and sphincter disorders. Early diagnosis in
our patient would have prevented permanent sequelae,
this is why it is important to conduct imaging tests
when cutaneous vascular display a segmental
distribution.
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Fig-1: Papulo-nodular abdominal patch as a “bunch of graps”

Fig-2: Metameric disposition of the abdominal patch

Fig-3: Ulceration of the patch next to D10-D11 vertebrae
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Fig-4: A dorsal intramedullary process compatible with a
vascular lesion in medullary MRI

CAseE DiscussION

Cobb syndrome or “Spinal Arteriovenous
Metameric Syndrome” was first described in 1895.
Stanley Cobb reported in 1915 the case of an 8-year-old
boy who presented with acute paraplegia to Harvey
Cushing’s surgical service at the Peter Bent Brigham
Hospital. Cushing’s resident, Stanley Cobb, noticed
“areas of dark reddish skin” over the ninth to 12th ribs
on the right side of the patient’s back, which he
retrospectively identified as nevi. Cobb reported the
case and subsequently was credited with the eponym
“Cobb syndrome [3].”

This entity is a rare, non-familial condition
coupling cutaneous vascular lesions with arteriovenous
malformations involving the spinal cord in the same
metamere as the cutaneous lesion [4]. The incidence of
Cobb syndrome is unknown, but may be more common
than the 39 cases in the literature suggest, insofar as
only symptomatic patients are likely to be diagnosed
[5]. The genetic framework is unclear, although the
authors of one study found a clustering of Cobb
syndrome in a family, hinting at an inherited
predisposition [6]. The embryologic origin of the blood
supply to the vertebral and spinal cord derives from the
segmental dorsal arteries. This finding corresponds to
the metameric origin of the arteriovenous malformation
vessels that create the Cobb syndrome lesions. Many
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theories exist regarding the etiology of the neurologic
manifestations of Cobb syndrome, including blood steal
syndrome -that produces cord ischemia-, cord
compression and venous hypertension [6, 7]. There is a
slight male predominance associated with this
syndrome [8]. The most frequent vascular lesion
location is thoracic spine. Pathophysiology of this
syndrome is poorly understood so the correct
management remains unknown. Cord compression
secondary to  venous malformation, venous
hypertension, and vascular steal syndrome may account
for neurological deficits. Most symptoms in adults
appear as a gradual progressive neurological deficit, as
in our case. The most common dermatologic
manifestations comprise nevus flammeus and
angiokeratomas that can ulcerate and become infected.
Concerning radiological explorations, angiography
increases understanding of the angioarchitecture
because spinal vascular malformation in Cobb’s
syndrome has a distinct blood supply from the normal
spinal cord [6]. The optimal treatment modality for this
entity remains unknown because of the syndrome’s
rarity and poorly understood pathophysiology [9].

Because surgery may be associated with
unacceptable risks, endovascular embolization remains
a reasonable therapeutic approach. Corticosteroids
therapy before intramedular embolization may reduce
extension and number of spinal arteriovenous
embolization procedures [10, 11]. For our patient, the
surgery was contraindicated and she was referred to the
interventional radiology department for embolization.

CONCLUSION

Cobb syndrome is rare vascular malformation
that is still misdiagnosed. It accounts for less than 15%
of arteriovenous malformations in the spinal cord, and
can remain asymptomatic for a long time. It’s
characterized by a spinal vascular abnormality in
association with a vascular skin lesion of the same
metamere. Current treatment options are embolization
and neurosurgical intervention in some cases. Clinical
follow-up and radiological exploration are necessary in
any patient with metameric vascular lesions in order to
prevent neurological deficit.
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