
Clinical vignette

Neonatal hypocomplementemic urticarial vasculitis

A 3-day-old boy presented with a 1 day history of a

rapidly progressing palpable purpuric rash on both feet

(Fig. 1). Neonatal examination at birth had been unre-

markable. The rash was limited to the feet and he was

clinically well otherwise, with normal observations. His

mother, as well as several paternal cousins, two uncles

and an aunt, had a history of similar rashes. These

reportedly appear and resolve spontaneously over a pe-

riod of a few days, are purpuric in nature and episodes

recur approximately every 6 months. A complete blood

count, liver and renal function tests, CRP and coagula-

tion screen were unremarkable. Both C3 and C4 levels

were decreased. A diagnosis of hypocomplementemic

urticarial vasculitis (HUV) was made.

HUV syndrome is a syndrome of recurrent urticarial

vasculitis, arthralgias/arthritis and hypocomplementemia.

It can also involve the kidneys, gastrointestinal tract,

eyes, lungs and nervous system. It is a condition well

described in adults, but rarely presents in children. HUV

can occur with predominantly cutaneous manifestations

and few or no systemic features and is associated with

C1q antibodies [1]. HUV is generally sporadic, however,

familial cases have been described with mutations in

DNASE1L3 [2]. The pattern of inheritance for familial

cases associated with this mutation is autosomal reces-

sive, which contrasts with this family, who follow an au-

tosomal dominant pattern. No treatment was initiated in

this patient and the lesions spontaneously resolved after

a few days.
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FIG. 1 Palpable purpuric rash of hypocomplementemic

urticarial vasculitis in a 3-day-old neonate.
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