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Phakomatosis pigmentovascularis (PPV) is a mosaic abnormality of vasomotor nerves and 
melanocytes resulting in its characteristic cutaneous manifestations. A  34-year-old male 
presented with extensive port wine stain affecting the right half of body since childhood with 
associated hypertrophy, varicosity and recurrent ulceration of the lower half of affected right 
lower limb. Bluish scleral discolouration of both eyes with grey blue discolouration of upper 
eyelids (left > right) was suggestive of Nevus of Ota (NOA) [Figure 1]. Venous Doppler revealed 
dilated and tortuous veins incompetent BOYD’s and COCKETT’s perforator. The patient was 
diagnosed as case of PPV II with bilateral NOA.

Figure 1: (a) Bluish discolouration of sclera of both eyes. (b) Blue 
grey discolouration of both upper eyelids (left > right) with port 
wine stain over the right half of face. (c) Hypertrophy of the right 
lower limb with varicosity and ulceration over the lower half of the 
right lower limb. (d) Extensive port wine stain affecting the right 
half of body.
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Ritu: PPV Type II with B/L NOA
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