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Progressive retinal vessel malformation in a premature infant with SturgeWeber syndrome after intravitreal anti-VEGF
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Abstract
Case presentation: A male infant (gestational age 30 weeks,
birth weight 1410g) presented for the screening of retinopathy
of prematurity (ROP). On examination at age PMA 34 weeks
(initial visit) a port wine stain was noted on his left eyelids and
maxillary area, following the V1 and V2 distributions of the
trigeminal nerve. From post menstrual age (PMA) 37 weeks, he
was found to have progressive ROP (Zone 2 stage 3) in his left
eye and received intravitreal ranibizumab at PMA 39 weeks to
treat type 1 ROP. The ridge and neovascularization (NV)
regressed satisfactorily, but diffuse choroidal hemangioma
became evident at 40 weeks, with typical “tomato catsup
fundus”. These clinical findings characterized Sturge-Weber
Syndrome. At PMA 44 weeks, the baby was then noted to have
increased bulbar conjunctival vascularization and retinal
vascular tortuosity. Multiple vein-to-vein anastomoses in the
peripheral retina and increased retinal vascular tortuosity are
spotted on fundus photography and fluorescein angiography
(FFA). The baby has a normal IOP thus far and is under close
observation for further ocular changes. No leptomeningeal
angiomatosis was noted from the MRI.
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Discussion and conclusions: We describe a premature infant
as a youngest SWS patient whose progressive multiple ocular
vessel malformations was documented. The patient was also
diagnosed with type1 ROP in his left eye at PMA 37. a lesson
we should think and learn from this case is how we can
differentiate the vascular abnormality in SWS and ROP.
.morphology of the abnormal vessels, progression pattern and
FFA under anesthesia is helpful in such situation.
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