
Blue rubber bleb nevus syndrome: combined
surgical and endoscopic treatment

Blue rubber bleb nevus syndrome (BRBNS)
is a rare disease associated with multiple
venous malformations in the skin, gastro-
intestinal tract, and other organs [1],
which usually presents with extensive
hemorrhage or anemia [2]. Different ther-
apeutic strategies have been proposed.
We describe a case of BRBNS involving the
small bowel, which was treated using a
combined surgical and endoscopic ap-
proach. A 34-year-old womanwith a diag-
nosis of BRBNS and a history of severe
iron deficiency anemia was admitted for
a small-bowel capsule endoscopy, which
showed multiple vascular nodular lesions
with signs of recent bleeding in the jeju-
num and proximal ileum (●" Fig.1). The
patient was treated with blood trans-
fusions and iron supplementation. A dou-
ble-balloon enteroscopy was performed 2
months later because of new episodes of
severe anemia (●" Fig.2), and visible prox-
imal and distal vascular malformations
were marked with ink (●" Fig.3). Comput-
ed tomography enterography revealed
multiple vascular malformations also in
the distal tract of the small bowel. Finally,
we used a rendezvous approach with
surgery and intraoperative enteroscopy.

During the laparotomy, the parts of the
ileal tracts with the majority of vascular
lesions were identified. Two enterotomies
were then performed, through which an
endoscopewas introduced to allow elastic
band ligation to be carried out, whether
upstream or downstream, of the remain-
ing vascular lesions (●" Fig.4a,b). Surgical
segmental resection of the two previously
identified ileal tracts was performed
(●" Fig.5). The postoperative course was
normal. A follow-up small-bowel capsule
endoscopy showed only three jejunal and
two ileal vascular lesions, which were not
bleeding. The patient remains in good
clinical condition and has had no need for
further blood transfusions.
The treatment of BRBNS is mainly conser-
vative. Antiangiogenic agents [3], endo-
scopic therapy (laser photocoagulation,
sclerosis, band ligation, and polypectomy)
[4], and surgery [5] have been utilized to
reduce bleeding episodes. Laparotomy
with intraoperative endoscopy could be
used as an alternative approach in select-
ed patients with refractory anemia and
multiple lesions in the gastrointestinal
tract.
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Fig.2 Double-balloon enteroscopy showed
vascular lesions with signs of recent bleeding.

Fig.3 Proximal and distal visible vascular
malformations were marked with ink.

Fig.1 Small-bowel capsule endoscopy show-
ing multiple blue vascular nodular lesions in the
jejunum and proximal ileum of a 34-year-old
woman with blue rubber bleb nevus syndrome
(BRBNS), who was sufferingfrom frequent epi-
sodes of severe anemia.
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Fig.5 Specimen from surgical segmental re-
section of the ileal tract following enteroscopy
with endoscopic ligation of vascular lesions.

Fig.4 a Intraoperative enteroscopy with
endoscopic elastic band ligation of vascular
lesions in a case of blue rubber bleb nevus
syndrome. b Elastic band ligation of a vascular
lesion.
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