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In a preterm infant (28 weeks) postnatal cranial ultrasound showed unilateral cerebellar hypoplasia. 

Day 5 a facial erythematous lesion developed, progressing to a segmental haemangioma during the 

next two weeks (Figure 1 A,B). PHACE syndrome was suspected. MRI confirmed cerebellar 

hypoplasia and intracranial haemangioma (Figure 2). MRA and echocardiogram were normal. 

Because of obstruction of the visual axis low dose atenolol was started (0.5-1.0mg/kg/day), and 

continued for two years.  

Regression of the haemangioma started within the first week of treatment (Figure 1 C,D). MRI at 1.5 

years showed complete resolution of intracranial haemangioma. Neurodevelopment and 

ophthalmologic outcome at two years were normal. He developed bilateral conductive hearing loss.  

 

Reference: 
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Legends: 

Figure 1;  Title:  Evolution of facial haemangioma in a preterm infant with PHACE syndrome 

(A) Day 5, erythematous lesion in left frontotemporal segment; (B) at two weeks; (C,D) 6 months and 

two years  
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Figure 2; Title: Ultrasound and MRI of the brain in a preterm infant with PHACE syndrome 

Postnatal ultrasound (A) and MRI at 31 weeks (B,C) showing unilateral cerebellar hypoplasia (blue 

arrows), and ipsilateral periorbital and cerebellopontine angle haemangioma (white arrows) 
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