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An Uncommon Early Dermatological Manifestation of Childhood Coeliac Disease
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Abstract

Coeliac disease is an autoimmune condition caused by body reaction to gluten. It affects 1:100 people. Common
symptoms in children include loose stools, abdominal pain and faltering growth, poor appetite, bloating of abdomen and
mood changes. Dermatitis Herpetiformis (DH) is the skin manifestation of coeliac disease affecting 1:3300 people. Most
commonly DH affects people aged 50-69 years and is relatively uncommon in school aged children; especially as an
early manifestation of coeliac disease. We present the case of a six year old child who had troublesome persistent itchy
blistering rash as the initial manifestation of childhood coeliac disease, that was formally diagnosed several years later,
when he developed abdominal symptoms. This is a unique rare presentation in this age group.
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Background

We report a 6 year old child who presented with persistent skin
rash with blistering and a background history of constipation and
iron deficiency anaemia who was confirmed to have coeliac disease.
He was being treated for eczema and chronic urticarial with steroids
until the diagnosis was confirmed and gluten-free diet was commenced,
that resulted in complete resolution of his symptoms, including the
troublesome itchy skin rash.

Case Presentation

A 6 years old boy presented with extensive itchy maculo-papular
rash with clusters of itchy blisters distributed symmetrically mainly
over his elbows, arms, buttocks and legs (Figures 1-4). This was treated
as chronic urticarial with emollients, antihistamines and steroid
preparations. The rash continued to get worse and troublesome. He also
had background history of chronic constipation requiring treatment
with Movicol and past history of Iron deficiency anaemia that improved
with haematinics. There was no relevant family history. Weight and
height were following the 9th centile; though he has been fussy about

Figure 1: Persistent itchy blistering skin rash over the thigh.

Figure 2: Persistent itchy blistering skin rash over the forearm.

food. Recently he also had started to complain of tummy aches and
parents thought his belly appeared more bloated.

Investigations

When investigated further, IgA tTG level was 119 (normal range
less than 4.9). He was also positive for HLA DQ2 genotype. Coeliac
disease was thus confirmed as per the NICE (National Institute of
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Figure 3: Persistent itchy rash over the abdomen.

Figure 4: Persistent itchy rash over the legs.

Clinical Excellence, UK) guideline [1]. Other investigations such as full
blood count, thyroid function tests, levels of B12, Iron and Folate were
normal. He was commenced on gluten free diet. In a year’s time, the
rash has almost disappeared without any other specific treatment.

Differential Diagnosis

The rash of DH can be easily mistaken for chronic eczema or
urticaria. It is important to think of the differentials especially if the rash
is not responding to conventional management.

Treatment

IgA tTG has now normalised and he continues on gluten free diet.

Outcome and Follow-Up

We continue to follow him in the joint Paediatric Coeliac clinic.

Discussion

Coeliac disease is a lifelong auto-immune disorder caused by the
abnormal reaction of human body to a protein called gluten present in
wheat, barley and rye. The auto antibody causes damage to the small
intestine resulting in malabsorptive signs and symptoms that may be
difficult to spot. Hence, though a common condition with incidence of
1:100, it is estimated that only 24% of the cases are properly diagnosed [2].
Diagnosis of Coeliac disease in children can be difficult and challenging
especially in the absence of classical symptoms like recurrent abdominal
pain triggered by ingestion of gluten, loose stools or weight loss. The
boy that we report had presented two years ago with constipation. But
he was fussy about his diet and was iron deficient. Haemoglobin and

Iron levels normalised with haematinics. He did not have any other
significant gastrointestinal symptoms. But over the years, he developed
the troublesome itchy blistering skin rash and also had intermittent
belly aches, although not specifically related to gluten ingestion. A high
index of clinical suspicion helped in establishing the diagnosis of coeliac
disease. DH as a main presenting feature of coeliac disease is very rare in
this age group [3]. Exact incidence and prevalence of this presentation is
uncertain. There are a few sporadic case reports of such an occurrence;
but none from the UK to the best of our knowledge [4,5]. By reporting
this case we wish to raise awareness amongst the medical fraternity about
childhood coeliac disease and its rare and challenging presentations [6-
10]. All children with persistent blistering itchy skin rash, especially
with background history of non-specific gastrointestinal symptoms
should be screened for Coeliac disease. Skin biopsy to confirm the
dermatological diagnosis of DH is ideally reccommended. However in
this case although the Consultant Dermatologist clinically agreed with
the diagnosis and a further biopsy confirmation was recommended, the
parents did not wish to have a biopsy for their child. Moreover the skin
rash dramatically improved after the child was commenced on gluten
free diet. The general public as well as the primary and secondary care
professionals often associate coeliac disease only with gastrointestinal
symptoms. This is partly due to their lack of awareness of systemic
maifestations of coeliac disease. Being an auto-immune disorder,
coeliac disease has protean manifestations, including skin involvement.
In a rare case like the one we presented, skin involvement can precede
the other symptoms by several years. By presenting this case, we hope to
create more awareness and insight amongst the public health as well as
acute practitioners regards one of the rare uncommon systemic features
of childhood coeliac disease.

Learning Points/Take Home Messages

* Coeliac disease is often under-diagnosed due to the protean
nature of presentation.

* Dermatitis Herpetiformis (DH) is an uncommon presentation
of coeliac disease in children.

* DH can be easily mistaken for allergic or urticarial rash.

* DH can commence several years before the actual onset of
gastrointestinal symptoms.
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