EVAN’S SYNDROME DURING PREGNANCY: A RARE CASE PRESENTATION.


Case Report:
A 34 years lady, Gr 2nd P0+1MTP admitted in hospital at her 32nd week of pregnancy with the complaints of less fetal movement with respiratory distress for 1 day and bluish discoloration of skin of allover the body with sporadic acchymosis and gingival bleeding for 4wks. She was a diagnosed case of Evans syndrome at her 4 year of age. Since then she had eight episodes of fainting attack with sudden paper white appearance of whole body due to acute onset of severe anaemia with thrombocytopenia without any precipitating and required massive blood and platelet concentrates transfusion with ICU management. 
It was her planned pregnancy after ovulation induction and was under regular ANC in multidisciplinary approach and taking Azathioprine & prednisolon throughout the pregnancy. Upto 28wks disease was on remission phase and her pregnancy was uneventful. Then she noticed bluish discoloration of skin with sporadic acchymosis and gingival bleeding. Gradually she developed respiratory distress even on rest. Two days prior to admission she was feeling less fetal movement and hospitalized. On admission, there were multiple islets of ecchymotic lesion throughout the body especially on the arms and abdominal wall her blood pressure was 150/100 mm of Hg, pulse rate was 78beat/min and respiratory rate was 20/min. Her height and weight were 148 cm and 61 kg respectively. On P/A moderate splenomegaly present with mild ascites and SFH 30cm girth 90cm FHS130-150, she had a platelet count of 5x109/L and hemoglobin level of 4.8 g/dL leukocyte count12000/cmm. The PT and APTT were normal. ANA was negative but anti HCV antibody was positive. CTG was nonreactive; USG revealed a single viable fetus compatible with 30 weeks of pregnancy with marked IUGR. She managed conservatively for one week. As her condition remained unchanged inspite of all medical effort, a multidisciplinary medical board held decision in favors of meeting decided for termination of pregnancy with splenectomy. She underwent LSCS with splenectomy successfully in same sitting and delivered a female baby of 1.4 kg AS 6/8, liquor was deeply muconium stained and baby was admitted in NICU.
Post operative recovery was promising while episode of PPH on 13th POD was managed conservatively. She received six units of RCC and 11 units of platelet concentrate. She discharged from hospital on 16th post operative day. During discharge her condition was stable, Hb level was 10.5gm/dl, platelet count 78x109/L. At the end of Puerperium she was fine and came for follow up. Her Hb level was 11.2gm / dl, platelet count was 113x109/L

DISCUSSION

Evans syndrome (ES) is a chronic haematological condition associated with simultaneous or sequential occurrence of Coombs positive autoimmune haemolytic anaemia and autoimmune thrombocytopenia. As with autoimmune haemolytic anaemia, Evans syndrome may have an underlying cause, but in this case, there was no underlying disorder found. Only few cases of ES during pregnancy have reported as it is very rare. In our case ES diagnosed during childhood. Treatment in our case was high dose corticosteroids and azathioprine. The immediate outcome of treatment was acceptable. Later her platelet count was unstable and required splenectomy. Her immediate post partum period was managed conservatively. Multidisciplinary approach, close surveillance and proper management during pregnancy, as well as preparation for delivery  is required to maximise the chance of a successful pregnancy outcome in such women.
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