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Association between Large Head & Neck Hemangioma and

PHACES Syndrome: A Multicenter Study
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'Department of Pediatrics, Faculty of Medicine, Siriraj Hospital, Mahidol University,

Bangkok, Thailand

Background: Patients with large head and neck infantile hemangioma (IH) have a risk
for developing PHACES syndrome...kocation of facial hemangioma may predict the
associated anomalies.

Objectives:  Toyidentify the“association’ bétween”head*and neck IH and PHACES
syndrome, and:the «clinical-characteristics of PHACES syndremeiin pediatric patients.
Methods: A/retraspective chart review:in patients who'were diagnosed as segmental
hemangioma of the head and neck aged:-less than 18 yearsiin Siriraj hospital from January
2007 to Novemberi 2021.

Results: Forty-eight patients were.ineluded in the study. Nineteen«(39.6%) patients were
diagnosed as PHACES syndromes;, Two. third of.the patients were female. The IH lesions
usually presented since the age 'of 1. week {range 0-8 weeks). Erythematous plaque
(65.2%) and tumor/nodule (47.8%)-were the miost commén clinical presentation. According
to Haggstrom’s'facial,mapping,. S1'segment was the-rost common location associated
with PHACES syndrome. Therpatients who-had IH ‘at 'S2 segment alone were unusually
related to PHACES syndréme. “The lass6ciated systemic abnormalities in patients with
PHACES syndrome were structural brain anomalies (42.1%), arterial anomalies (36.8%),
cardiovascular anomalies (36.8%), ventral/midline anomalies (21.0%) and ocular
anomalies (5.2%), respectively. Sixty percent of patients with |H involving S1 segment
demonstrated structural brain anomalies. About 75% of IH involving S4 segment were
associated with both cardiovascular anomalies and arterial anomalies. Side of the lesions
may be correlated with the side of structural brain anomalies, but there was no relation
between the side of the lesions and the side of arterial or cardiovascular anomalies.
Conclusion: Patients with large head and neck hemangioma have a risk for PHACES
syndrome. Location of the lesion may be helpful to predict the risk for developing PHACES

syndrome and the common associated anomalies.
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