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LUPUS ANTICOAGULANT-HYPOPROTHROMBINEMIA SYNDROME PRESENTING AS A MAJOR INTRAMUSCULAR HEMORRHAGE

Y. Uziel1, J. Yacobovich1, Z. Fridman2, J. Radnay2, B. Wolach1 

1Department of Pediatrics, 2Coagulation-Hematology Laboratory, 
Sapir Medical Center, Kfar Saba, Israel 

Antiphospholipid antibodies are generally associated with thrombophilia, and only sporadic cases of bleeding diatheses have been documented in their presence. We present a girl with juvenile SLE manifested as a major intramuscular hemorrhage. The patient, a previously healthy 12 year-old girl, was admitted to our hospital bedridden, following acute onset of painful bilateral lower leg swelling that advanced over a period of two weeks. In addition, gingival bleeding and bruising were noted. Notable upon examination were paleness, multiple ecchymoses, an enlarged liver, bilateral swelling of the distal thigh through the calf with redness warmth, and extreme localized tenderness. The laboratory work-up revealed high ESR, coombs positive anemia, prolonged PT and aPTT, very severe hypoprothrombinemia, with the presence of antibody to factor II (coagulation inhibitor), positive LAC and ANF, and low C3 and C4. Deep vein thrombosis was excluded. MRI of both legs showed diffuse hemorrhage of the gastrocnemius muscles. Following an extensive work-up, a presumed diagnosis of juvenile SLE was made, and treatment with oral prednisone was initiated, leading to rapid clinical and laboratory responses, although under follow-up it appeared evident that factor II level and the PT were steroid dependent. Our patient represents The Lupus Anticoagulant-Hypoprothrombinemia Syndrome. The management of these patients lies in the balance between the suppression of the auto-antibodies to factor II, reducing the risk of hemorrhage, but in some point can allow the thrombotic activity of LA to predominate, thus putting the patients at risk for thrombosis, as part of the APLA syndrome.

