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Evans et al! first described a group of patients with acquired hemolytic anemia and
primary thrombocytopenic purpura in 1951. Since then this combination has been
called Evans’ syndrome'l3. In this syndrome, thrombocytopenia may occur in
association with Coombs’ positive hemolytic anemia or be followed by it3-9,

Recently we have observed a child in whom thrombocytopenia was the first finding,
followed by leukopenia 17 days later. In this case Coombs’ positive hemolytic
anemia developed five months after the diagnosis of thrombocytopenia, when
leukocyte and platelet counts had returned to normal. Antibodies responsible for
the positivity of the direct antiglobulin test were more prominently related to IgA
than IgG. This patients is presented in detail because of his unusual laboratory
findings.

Case Report

KU, a 9-year-old boy, was referred to the Hacettepe Pediatric Hematology Unit in
September 1981 with the complaints of fatigue and purpura confined to the abdo-
men and the lower half of the body following an infection of the upper respiratory
system. -

Physical examination revealed an underdeveloped boy (weight 23 kg, height 120

cm, both below 5th percentile) with a blood pressure of 110/85 mmHg. His general
condition was good, but he had a purpuric rash on the abdomen and extremities.

The liver and spleen were not palpable.

Laboratory findings revealed thrombocytopenia (hemoglobin 14.70 g/dl, white
blood cells 8000/ul, platelets 68,000/ 1) and mild lymhpocytosis (64% lymphocytes).
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Cines et al’ reported a patient with immune pancytopenia associated with IgG anti-
bodies directed to his own red blood cells, platelets and granulocytes. In our patient
platelet-specific IgG antibodies were shown when his Coombs’ test was negative at
the time of thrombocytopenia and leukopenia. Later he developed antiglobulin test
positive hemolytic anemia with normal platelet and leukocyte counts. Other causes
of Coombs’ positive hemolytic anemia associated with thrombocytopenia, such as
systemic lupus erythematosus (SLE), scleroderma, mixed connective tissue
disease, Hashimoto thyroiditis, thrombotic thrombocytopenic purpura (TTP), leu-
kemia, chronic active hepatitis and sarcoidosis, were not found in this patient8-13,
To our knowledge a similar case with thrombocytopenia followed by leukopenia and
Coombs’ positive hemolytic anemia has not been reported, at least in childhood.

Another rare finding of our patient was his Coombs’ positivity, which was more pro-
minently determined by IgA antibodies than by the usual IgG types. In a short period

of time IgA-type antibodies disappeared but the IgG class antibodies stayed in his
circulation for at least 3 weeks (Table 1).

Summary

-

A 9-year-old boy who first had thrombocytopenia and later developed leukopenia
and Coombs’ positive hemolytic anemia is presented. In the light of this case,
Evans’ syndrome is briefly reviewed. To our knowledge this case is unique from the
standpoint that the antibodies related to Coombs’ positivity in our patient were
more prominently related to the IgA class.
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