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DesCripTion 
A 5-year-old boy presented with sudden onset dimi-
nution of vision in his left eye for 5 days. Patient also 
had history of intermittent bleeding from gums since 
7 days. There was history of fever 25 days back for 
which he was treated with intravenous antibiotics at 
local hospital and fever subsided. Recurrent history 
of fever was present since the age of 2 months. 
Family history revealed death of male sibling at the 
age of 4 months following a blood transfusion, but 
the clinical diagnosis was not mentioned in record. 
No history of blood transfusion was present in this 
child yet. On general physical examination, there 
was pallor, generalised lymphadenopathy and mild 
hepatosplenomegaly. On ophthalmological evalua-
tion, visual acuity was 20/20 in right eye and 20/200 
in his left eye. Anterior segment examination was 
normal for both the eyes. Funduscopy showed a 
small retinal haemorrhage in inferior quadrant in 
his right eye and typical premacular haemorrhage in 
left eye (figure 1A,B). Relevant blood investigations 
showed haemoglobin 56 g/L, total leucocyte count 
7.28×109/L mm and platelet count was 17×109/L. 
Bone marrow examination showed hypercellularity 

with erythroid hyperplasia and crowding of mega-
karyocytes. His bleeding time, clotting time, 
prothombin time and activated partial thrombo-
plastin time were within normal range. Child was 
transfused with pure red blood cells and plate-
lets multiple times and each time haemolysis was 
faster with further fall in haemoglobin and platelet 
counts. So, the patient was further investigated and 
evidence of antierythrocyte antibodies was found. 
The diagnosis of Evans syndrome was made due 
to coexistence of autoimmune haemolytic anaemia 
(AHA) and idiopathic thrombocytopenia (ITP) in 
presence of normal leucocyte count. The child was 
started with intravenous immunoglobins at 1.7 mg/
kg over 3 days and steroids (prednisolone) at 2 mg/
kg/day. Patient improved with no further bleeding 
manifestations. Although, the fundoscopic findings 
(figure 2A,B) resolved after 4 weeks, but the treat-
ment was continued for 12 weeks to avoid relapse.

Evans syndrome is a disorder characterised 
by simultaneous or sequential development of 
AIHA and ITP and/or immune neutropenia.1 It is 
a relatively uncommon condition. The diagnosis 
is made by presence of antierythrocyte antibodies 
detected by direct antiglobulin test in combination 
with haemolytic anaemia and thrombocytopenia 
where other causes of thrombocytopenia and 
haemolytic anaemia excluded. Based on tempera-
tures, at which auto antibodies will react with red 
blood cells, AIHA is classified as warm and cold 
antibody types.2 Warm antibody AIHA is more 
common in children less than 12 years. Naithani  
et al3 reported in their study that AIHA in chil-
dren is often acute, self-limiting and has a good 
response to short term steroid therapy. The 
mechanism of action of steroids is probably 
down regulation of Fc receptors on phagocytes 
and reduced interleukin-2 production. Clinically 
significant haemolysis leads to anaemia, jaundice, 
splenomegaly and maximum patients present 
with yellow discoloration of eyes, abdominal 
pain, rash or bruises. Thrombocytopenia leads to 
nose bleeding, gum bleeding, petechiae, blood in 
stool and urine. However, in our case, presenting 
symptom was diminution of vision which led to 

Figure 1 (A) Right eye fundus photo showing retinal 
haemorrhage near inferior arcade (hollow black 
arrow). (B) Left eye fundus photo showing boat shaped 
preretinal haemorrhage over macula with horizontal 
blood level (hollow black arrow).

Figure 2 (A) Right eye fundus photo showing resolved 
retinal haemorrhage after treatment. (B) Left eye fundus 
photo showing resolved preretinal haemorrhage over 
macula after treatment.

patient’s perspective

My child has recovered in terms of vision and 
over all general condition after the diagnosis and 
treatment provided to him since 1 month. I would 
like to follow-up regularly. I am happy with the 
overall treatment process.
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the detection of AIHA along with ITP and the diagnosis of 
Evans syndrome.

Learning points

 ► Ophthalmological manifestation may be the initial clinch to 
diagnosis of a haematological disorder.

 ► Detailed ophthalmological evaluation is of paramount 
importance in any bleeding disorder in a child.

 ► Prompt treatment can lead to early visual rehabilitation.
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