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INTRODUCTION 

Coeliac disease (CD) is gluten induced immune disorder 

in genetically susceptible individuals with characteristic 

clinical manifestations, CD-specific antibodies, HLA-

DQ2 or HLA-DQ8 haplotypes, and enteropathy.
1
  

CD clinical manifestations are divided into two types: the 

classic type presents with chronic diarrhoea, abdominal 

distension, weight loss and coeliac crisis. The non-classic 

type divided into gastrointestinal manifestations which 

include recurrent abdominal pain, growth delay, 

vomiting, poor appetite and constipation, and extra-

gastrointestinal manifestations include pubertal delay, 

dental enamel defects, irritability, anaemia, headache, 

vertigo, aphthous stomatitis, dermatitis herpetiformis, 

osteoporosis, arthritis, neurologic symptoms and 

unexplained elevation of transaminase levels.
2,3

 

Therefore, diagnosing coeliac disease requires a high 

degree of suspicion, followed by correct screening and a 

confirmatory test with an intestinal biopsy. Study was 

presenting a case of childhood coeliac disease with 

aplastic anaemia and liver involvement. 

CASE REPORT 

An eight year old girl presented with jaundice and 

spontaneous bruising. The episode was preceded by 

gastroenteritis for a week. She did not have any long term 

gastrointestinal symptoms. Examination revealed 

jaundice, scratch marks, petechiae and mild 

hepatomegaly. The initial blood test showed haemoglobin 

of 11.6 g/dL, white cell count of 2.6 x 109/L and platelets 

of 6 x 109/L. The total bilirubin was 7.2mg% with the 

direct fraction of 6.1 mg%, AST 1028 u/L, ALT 1358 

u/L, alkaline phosphatase 300 u/L and gamma glutamyl 

trans peptidase of 95 u/L. INR was 1.5 with albumin 

being 3.9 g/dL. The bone marrow aspiration showed 

hypocellular marrow. She had extensive liver work up. 

Ammonia, lactate, caeruloplasmin, alpha-fetoprotein and 

alpha-1-antitrypsin phenotype were all within normal 

limits. Immunoglobulins, complement and autoimmune 

screening were normal. The hepatitis serology including 

hepatitis A, B, C and E, HIV, cytomegalvirus, Ebstein-

Barr Virus and adenovirus were all negative. Surprisingly 

anti-tissue transglutaminase was raised and it was more 

than 128 U/ml. Because of the rarity of the presentation, 
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she did have further testing. The anti-endomysial 

antibody was positive and HLA screening showed DQ2 

positivity. Following endoscopy, the histopathology from 

the duodenum showed intraepithelial lymphocytosis and 

loss of villi, which confirmed coeliac disease. 

She was advised gluten free diet, vitamin K and 

ursodeoxycholic acid. Her bilirubin and transmaminitis 

gradually improved and then normalised after 

commencement of gluten free diet. Ursodeoxycholic acid 

and vitamin K was stopped. For aplastic anaemia, she 

received packed cell transfusions and platelet 

transfusions. She was treated for neutropaenic sepsis with 

intravenous antibiotics. She needed immune therapy for 

her aplastic anaemia. She received one course anti-

thymocyte globulin and steroids. She was on 

cyclosporine A. Her neutrophil count and platelet count 

improved and she had good reticulocyte response. T-cell 

subset, especially CD4 count was done regularly to guide 

in weaning the cyclosporine A. She is under regular 

follow up with the haematology and paediatric team. 

DISCUSSION 

There are not many paediatric cases with CD and aplastic 

anaemia, even though there are adult case reports. 

Maheswari et al, reported a 13 year boy who presented 

with bilateral knee and ankle pain with pancytopaenia 

and haematochezia. He presented with short stature. The 

diagnosis of coeliac disease was established due to 

strongly positive anti-tissue transglutaminase antibody in 

the serology and villous atrophy with intraepithelial 

lymphocytosis in the duodenal biopsies. Bone marrow 

examination revealed hypocellular marrow. He was 

commenced with gluten free diet. He received antibiotics, 

packed cell transfusions and platelet transfusions. The 

blood cell counts improved over a period of 8 months and 

the response sustained. He did not need any 

immunosuppression.
4
 Badyal et al reported a child with 

coeliac disease who was not under strict gluten free diet, 

developed aplastic anaemia.
5
 

Grey-Davies adult case series reported three patients who 

presented with aplastic anaemia associated with coeliac 

disease. One of them had deranged liver function. All of 

them were found to have positive coeliac serology and 

positive HLA-DQ2. Eventually the diagnosis was 

confirmed by small bowel biopsy. Bone marrow 

examination revealed hypocellular marrow. All of them 

were commenced on gluten free diet and they were all 

treated or planned for anti-thymocyte globulin and 

cyclosporine A.
6
 

In another adult case series, 5 patients were included in 

the study. Three patients were diagnosed to have coeliac 

disease at the same time as aplastic anaemia. In two 

patients, coeliac disease was diagnosed before aplastic 

anaemia. Four of these patients were HLA-DQ2 positive. 

All patients were treated with anti-thymocyte globulin 

and cyclosporin A. Only one patient responded to this 

treatment. 3 patients underwent haematopoietic stem cell 

transplant.
7
 

Study patient is the first paediatric case to present with 

combination of coeliac disease, aplastic anaemia and 

deranged liver function. She presented with 

pancytopaenia, raised bilirubin and transaminases. She 

was planned for bone marrow transplant from a blood 

related donor, but it was withheld considering the 

improving clinical condition as the marrow started to 

work. 

CONCLUSION 

Coeliac disease should be considered in newly diagnosed 

aplastic anaemia patients. Even though there are not 

many case reports, extrapolating the evidence from the 

adult case series, the paediatric population may be 

subjected to anti-thymocyte globulin and cyclosporine A 

treatment for aplastic anaemia before considering bone 

marrow transplant. 
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