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Background: PHACES syndrome comprises posterior fossa malformations, segmental
hemangioma, arterial anomalies, cardiac defects, eye anomalies and less commonly,
sternal cleft or supraumbilical raphe. We report a case of PHACES syndrome associated
with intestinal hemangioma causing recurrent intussusceptions. 

Observation: A full term baby girl, presented at the age of 3-months with segmental
distribution of telangiectatic patch with red swelling involving the right periorbital area and
right forehead in addition to lips involvement of similar lesion. After a full workup and
evaluation, the diagnosis of PHACES syndrome was confirmed based on the presence of
facial segmental hemangioma, hypoplastic right internal carotid artery, intracranial
hemangioma and right optic disc anomaly. During the time of workup, she developed
projectile vomiting, abdominal pain and red currant jelly stool. Ultrasound was done and
showed intussusception. Pneumatic reduction under fluoroscopy guidance was attempted
three times however recurrence of the intussusception occurred within hours after each trial.
Diagnostic laparoscopy was performed and found to have hemangioma covering the whole
ilium wall and a thickened circumferential hemangioma covering the mid ilium causing the
lead point of the intussusception. Laparotomy was ultimately done and mid ilium resection of
the circumferential hemangioma and end to end anastomosis was attained. Post-operative
course was uneventful. Histopathology confirmed diffuse infantile hemangioma in the
resected part.  
In this patient the decision of starting propranolol was debatable given the risk of developing
stroke is considered high in association of intracranial arterial anomaly. However measuring
the risk of proliferating hemangioma in critical locations like periorbital, intestinal and
intracranial area is devastating hence propranolol was started in low dose (1.5 mg/kg/day)
with careful monitoring. Control of this patient’s hemangiomas was ultimately achieved with



propranolol. 

Key message: PHACES syndrome have a clear associated risk of visceral hemangioma
that should be suspected and investigated in symptomatic patient.
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