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DIAGNOSIS AND TREATMENT OF ANTIPHOSPHOLIPID ANTIBODY SYNDROME (APS)

1. Definition

A syndrome which includes recurrent arterial or venous thrombosis, pregnancy morbidity, including fetal losses, associated with the persistent presence of anticardiolipin antibodies or the lupus anticoagulant.  It may be primary or secondary to systemic lupus erythematosus or other autoimmune diseases.

2. Diagnosis
         Classification Criteria for APS

          Vascular thrombosis

a. 1 or more clinical episodes of arterial,  venous or small-vessel thrombosis in any tissue or organ and

b. thrombosis confirmed by imaging or Doppler studies with the exception of superficial venous thrombosis and

c. histopathologic confirmation of thrombosis without significant evidence of inflammation in the vessel wall

           Pregnancy morbidity

a. 1 or more unexplained deaths of a morphologically normal fetus at or beyond the 10th week of gestation, with normal fetal morphology, documented by ultrasound or direct examination of the fetus or

b. 1 or more premature births of a morphologically normal fetus at or before the 34th week of gestation because of severe preeclampsia or severe placental insufficiency or

c. 3 or more unexplained consecutive spontaneous abortions before the 10th week of gestation, with maternal anatomic or hormonal abnormalities and paternal and maternal chromosomal causes excluded

           Laboratory Criteria

a. anticardiolipin antibody (ACL Ab) of the IgG and IgM isotype in blood (medium or high titers in 2 or more occasions at least 6 weeks apart) measures by ELISA for beta2 glycoprotein-1 dependent anticardiolipin antibodies or

b. lupus anticoagulant present in plasma on 2 or more occasions at least 6 weeks apart, detected according to the guidelines of the International Society on Thrombosis and Hemostasis (elevated activated partial thromboplastin time (aPTT), diluted Russel viper venom time (DRVVT) and kaolin clotting time (KCT); failure to correct of screening anticoagulant upon mixing with normal platelet-poor plasma; exclusion of other coagulopathies)

            Criteria for defining Catastrophic APS

a. 3 or more organs, systems or tissues involved

b. manifestations appeared simultaneously or in less than 1 week

c. histopathology of small vessel occlusion in at least 1 organ or tissue

d. presence of  ACL Ab (ACL IgG or IgM or anti-beta2glycoprotein antibody)

all 4 present – definite diagnosis

criteria 2 to 4 with 2 organs, systems or tissue involved – probable diagnosis

3. Treatment

Treatment Algorithm

Etablish Diagnosis of APS
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Catastrophis APS





Full anticoagulation


High dose steroids


Plasmapheresis


IVIG





    Thrombosis





Pregnancy losses





Pregnancy losses and thrombosis





Anticoagulation with Warfarin to achieve an INR of 3.0





Heparin SQ 5000-10000 BID


Aspirin 80 mg/day





Heparin SQ 5000-10000 BID


Aspirin 80 mg/day





Monitor and if no repsonse
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