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Total penile necrosis as a manifestation of catastrophic antiphospholipid syndrome
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Fic 1. Penile necrosis caused by priapism and necrotic purpura on the hips

The occurrence of priapism in systemic diseasesis exceptional. It has been reported with Behcet disease,
Henoch—Schonlein purpura, Crohn disease, ulcerative colitis and Kawasaki disease.! Venous
thromboembolism is one of many possible causes of priapism.t A 19-year-old man was initially admitted
toaregional hospital for management of inflammatory arthritisof the ankle associated with low-gradefever
and digestive disorders. Because of an unexpected acute priapism evolving for 4 hours, he was sent to the
emergency room. The corpora cavernosa was punctured without much improvement. Four hourslater, the
situation evolved into an ‘eggplant’ penis. A second puncture of the corpora cavernosa under general
anaesthesi aand asponge-carverno anastomosis Ebbehoj-L ueweredonebut wereunsuccessful. Thrombosis
of the cavernous bodies was diagnosed. The evolution was characterized partly by local worsening of the
clinical aspect of the penis (total penile necrosis) and then by general worsening of the patient’s clinical
conditions: massive expansion of necrotic purpura, mucoid-bloody diarrhoeaand respiratory distress. The
patient was admitted to the intensive care unit following multiple organ failure due to catastrophic
antiphospholipid syndrome, diagnosed by a bioassay of the antiphospholipid antibodies and evocative
imagery. CT scanreveal ed thrombosisof thepel vic vessel sand theinferior venacava, explaining thevenous
priapism. p-ANCA microscopic polyangiitiswas diagnosed by apositive serology for p-ANCA specificto
microscopic polyangiitis and a kidney biopsy showing an extra capillary necrotizing glomerulonephritis.
Immunosuppression including corticosteroids, cyclosporineand immunoglobulin G wasstarted along with
long-term anticoagulation. Once extension of the lesions was stabilized, therapeutic management of the
necrosisof the penisand perineum consisted of several debridement procedures|eading to total amputation
of the penis and the bulbar urethra up to the prostate and loss of deep substance of the perineum. Total
urethroplasty with two buccal mucosal graftswas done, along with perineal reconstruction using apedicle
myocutaneous gracilisflap. The perineal wound healed completely 6 months after surgery. The 2-cm long
neourethra was continent without a fistula. The immunosuppressive treatment has been discontinued for
the past 18 months with no relapse.

The association between antiphospholipid syndrome and microscopic polyangiitis is rare? since
prevalencewas 17%for the presenceof antiphospholipidantibodiesinall-systemicvasculitis.2 Catastrophic
anti phospholipid syndromeor Asherson syndromeaffects<1% of pati entswith anti phospholipid syndrome.®
It is characterized by simultaneous occurrence of multiple thromboses, dominated by their typical
microcirculatory fields, which can lead to multiple organ failure. Macroarterial or venous thrombosis can
sometimesbeassociated.® Thisobservationaddsanew clinical manifestationto catastrophic antiphospholipid
syndrome and suggests that cases of unexplained priapism with systemic manifestations should be tested
for catastrophic antiphospholipid syndrome and should be promptly managed.
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