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The catastrophic anti-phospholipid syndrome (CAPS) is the overwhelming thrombo-embolic storm observed in patients with the anti-phospholipid syndrome and precipitated by trauma, medications and infections. This “thrombo-embolic shower” results in multi-system organ failure and subsequently, death.   

Objective: To describe the possible beneficial effect of leg amputation on the prognosis of patients with CAPS who develop severe leg infection unresponsive to standard conventional therapy.     

Patients: We studied retrospectively the epidemiological, clinical and immunological characteristics of 4 patients with CAPS who developed severe lower limb infections secondary to acute vascular occlusion that was refractory to conventional antibiotic, immunosuppressive and anti-coagulant therapy. Two patients underwent surgical amputation of the involved limbs while surgery was ill advised in one and refused in another. The clinical course and outcome of these patients were analyzed. 

Results: The four patients had a long and rich history of recurrent thrombo-embolic events. Their epidemiological, clinical and immunological characteristics are presented in the following table:

	
	Patient 1
	Patient 2
	Patient 3
	Patient 4

	Gender
	Female
	Male
	Male
	Male

	Duration of APS (yrs.)
	16
	15
	1
	Initial diagnosis during CAPS 

	Age of CAPS onset (yrs.)
	49
	56
	47
	52

	Concomitant medical conditions
	SLE
	SLE, polycystic kidney disease
	None
	Alopecia totalis

	Previous manifestations of APS
	DVT
	Recurrent CVA, repeated shunt thrombosis
	Recurrent CVA, 
	

	Manifestations of CAPS
	Fever, acute GN, respiratory insufficiency, 
	Fever, aseptic meningitis, comma, renal failure (due to PKD, and  hemolytic anemia
	Fever, pulmonary emboli failure, coma, Acute GN, livedo reticularis
	Left hemiparesis, ataxia, cutaneous vasculitis, livedo reticularis, pulmonary emboli, thrmbocytopenia

	Duration of leg infection (yrs.)
	1 

	5

	1

	On admission


	Autoantibody profile
	High anti-DNA, high anti-cardiolipin
	High anti-cardiolipin, prolonged aPTT
	High anti-DNA, prolonged aPTT
	High anti-DNA, high anti-cardiolipin, prolonged aPTT


	
	Patient 1
	Patient 2
	Patient 3
	Patient 4

	Gender
	Female
	Male
	Male
	Male

	Therapeutic modalities
	AC, antibiotics CS, cyclosporine, cyclophospamide, high dose IVIG, mycophenolate mofetil
	Heparin, AC, antibiotics CS
	AC, aspirin, antibiotics CS, cyclosporine, high dose IVIG,

Bilateral leg amputation 
	Heparin, AC, antibiotics CS, intravenous prostactcline, Bilateral leg amputation 

	Outcome
	Death during hospitalization
	Death during hospitalization
	Recovered

	Recovered


AC- anticoagulant, CS- corticosteroids, CVA- cerebral vascular accident, DVT-deep vein thrombosis, GN – glomerulonephritis, IVIG- intravenous immunoglobulins, PKD-polycystic kidney disease

The two patients who underwent bilateral amputation of the severely infected limbs recovered from the CAPS, while the two who did not expired during hospitalization. 

Conclusion: Infection has a major role in the triggering of CAPS. Removal of the foci of infection in patients with life threatening, severe leg infections that are unresponsive to conventional therapy may radically improve their prognosis and disease outcome.  

Keywords: Antiphospholipid syndrome, thromboembolic phenomena  

