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Description 

A Caucasian boy aged 5 years presented with acute onset of a non-tender, palpable purpuric 

rash to his lower limbs, preceded by a mild upper respiratory tract infection. Clinical findings 

were consistent with Henoch-Schönlein purpura (HSP) and he was discharged with 

community follow-up to monitor his lesions, blood pressure and urinalysis.  

However, he clinically deteriorated over the following week with two further admissions due 

to evolving purpuric skin lesions (figure 1) and development of severe joint pain requiring 

opioid analgesia. There was no clinical evidence of renal or intestinal involvement.  

Over a subsequent 6-week period, his purpuric lesions progressed to full thickness skin 

necrosis (figure 2). This was confirmed by a plastic surgery assessment and he was referred 

for a tertiary rheumatology review. He underwent a series of investigations which showed 

negative antinuclear and antineutrophil cytoplasmic antibodies, absence of an acute phase 

response and normal visceral angiography. He had a transient low protein S level (which 

normalised subsequently) and low activated Protein C resistance. Genetic testing showed 

heterozygosity for factor V Leiden mutation. A skin biopsy revealed mild ongoing 

perivascular inflammation.  

Given the extent of cutaneous involvement and persistence of active inflammation in the skin 

biopsy, he was started on azathioprine (2 mg/kg/day) and low-dose antiplatelet aspirin (5 

mg/kg/day) with significant improvement in skin appearances and no further systemic 

involvement. The contribution of factor V Leiden mutation to the extensive necrotic skin 

manifestation of HSP remains unclear.  

Learning points 

 The differential diagnosis of necrotic cutaneous lesions in children includes local or 

systemic infection, thromboembolic disease, Henoch-Schönlein purpura (HSP), 

polyarteritis nodosa, antineutrophil cytoplasmic antibodies-associated vasculitis and 

purpura fulminans.1 
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 Cutaneous manifestations of HSP are typically benign and self-limiting, although they 

can be associated with significant morbidity in severe cases. This is particularly true 

for rarer skin complications such as haemorrhagic, bullous, ulcerated or necrotic 

lesions. Introduction of immunosuppression may be necessary to control the 

inflammation and limit the extent of skin necrosis.2 

 The factors contributing to necrotic complications of HSP in individual patients 

remain unclear. Inherited thrombophilia tendencies should be considered and explored 

further in these cases.3 
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