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Enteropathy-associated T-cell lymphoma (EATL) – what to look out for

Dr Kacey O’Rourke MBBS(Hons) FRACP FRCPA 

Haematologist, Sullivan Nicolaides Pathology

Enteropathy-associated T-cell lymphoma (EATL) is an aggressive lymphoma with a poor prognosis, linked to 
coeliac disease. Although rare, general practitioners can play an important role in ensuring a timely diagnosis. 

EATL is a lymphoma of the small intestine that develops in patients 
with coeliac disease (CD). The lymphoma is comprised of T cells that 
arise from intraepithelial lymphocytes. It is a recognised complication 
of CD and can be diagnosed concurrently with CD, or it may arise 
some time after the diagnosis of CD.

Who is most at risk?

EATL is more common in geographical regions where there is a 
higher prevalence of CD, such as Northern Europe, and it is seen 
mostly in people in their sixties and seventies with a slight male 
predominance. It has a poor prognosis due to delayed diagnosis, a 
strong likelihood that patients will have advanced-stage disease, and 
high tendency for relapse.

Presentation

The most common presenting symptoms include abdominal pain 
and diarrhoea in patients without a diagnosis of CD, or a recurrence 
of these symptoms in patients with CD who have a prior response 
to a gluten-free diet. Non-specific gastrointestinal symptoms may 
be present, as well as B symptoms (fevers, weight loss, night 
sweats). Occasionally, patients present with complications such 
as gastrointestinal perforation or haemorrhage. Risk factors for the 
diagnosis of EATL include homozygosity for the HLA-DQ2 allele and 
advanced age.

EATL may be preceded by a refractory coeliac disease (RCD). RCD 
is defined as persistent gastrointestinal symptoms and abnormal 
small intestinal biopsy, despite adherence to a gluten-free diet for 
more than 6–12 months. It is divided into RCD type 1 and 2 based on 
immunophenotypic features.

Histological diagnosis

EATL requires a histological diagnosis; and this is made on small 
intestinal biopsy specimens or bowel resection specimens. The 
small intestine is the most common site of involvement, and it can be 
multifocal in up to 50% of cases.

The tumour of EATL may form ulcerating nodules, plaques, strictures 
or, less commonly, a large exophytic mass. Microscopy demonstrates 
medium to large-sized abnormal lymphocytes. The neoplastic 
lymphocytes are typically pleomorphic associated with a heavy 
polymorphic inflammatory background.

EATL is staged with the Ann Arbor lymphoma staging system; and is 
often in an advanced stage at diagnosis. Usual lymphoma prognostic 
factors such as the international prognostic index (IPI), do not apply 
in EATL, and other factors such as malnutrition and low albumin may 
predict a poor outcome.

Ann Arbor staging system for lymphoma

Stage of disease Characteristics

Stage I Single lymphatic organ or extranodal site

Stage II

Two or more lymphatic regions on the 
same side of diaphragm, or a single 
extranodal organ plus lymph node 
involvement on the same side of the 
diaphragm

Stage III
Lymph node involvement detected on 
both sides of the diaphragm

Stage IV
Disseminated disease with involvement 
of other extranodal sites (e.g. liver, bone 
marrow).

 
Treatment

Treatment of EATL is with multi-agent chemotherapy, such as CHOP 
(cyclophosphamide, doxorubicin, vincristine and prednisolone).  
Recent advances include the adoption of high-dose therapy, such 
as IVE/MTX (ifosfamide, vincristine, etoposide, methotrexate), 
which carries a suggestion of improved outcomes. In younger, fitter 
patients, autologous stem cell transplant is associated with improved 
survival compared to chemotherapy alone. Despite aggressive 
therapy, prognosis is guarded, with reports of five-year survivals 
ranging from 20–50%. 
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 Histological section demonstrating enteropathy-associated T-cell lymphoma



Pathologist profile

Dr Natalie Scott-Young BSc(Hons) MBBS FRCPath FRCPA 

Dr Natalie Scott-Young is a consultant 
dermatopathologist in our main laboratory at Bowen 
Hills, where she reports on a range of skin disorders. 
She has a particular interest in melanocytic lesions 
and inflammatory skin disorders. Dr Scott-Young 

graduated in Medicine from The University of Queensland in 1993, 
having already had a long association with pathology.

She had first graduated with a BSc(Hons) majoring in parasitology 
and worked in immunology and serology in Sydney and Brisbane 
before studying medicine. Completing her junior medical officer 
training in Brisbane, she moved to the UK where she was able to take 
an additional fourth year as Senior House Officer Trainee specialising 
in anatomical pathology at the Wexham Park and John Radcliffe 
hospitals. Moving between Australia and the UK she then undertook 
anatomical pathology training in Brisbane, Oxford, Bath and Bristol.   
She gained Fellowship of the Royal College of Pathologists, UK, in 
2008, then worked as a consultant pathologist at Frenchay Hospital, 
Bristol where she reported a range of skin cancers and melanoma. 

Dr Scott-Young is available for consultation.

P: (07) 3377 8548
E: natalie_scott-young@snp.com.au
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COVID-19 vaccines and allergies

Dr Carl Kennedy MBBS FRACP FRCPA 
Immunopathologist, Sullivan Nicolaides Pathology

With the increasing availability of COVID-19 vaccines within 
Australia, we are often asked by referrers as to the safety of COVID-19 
vaccination in patients with allergies. For the vast majority of patients 
with a history of asthma, eczema and allergies (food, drugs, venom, 
latex), vaccines may be administered without additional precautions 
aside from the usual 15-minute observation period.

Contraindications are previous documented anaphylaxis to a 
prior dose of COVID-19 vaccine, or documented anaphylaxis to 
an ingredient with PEG (Pfizer) and Polysorbate 80 (AstraZeneca). 
Overall, both vaccines are very safe and anaphylaxis is a rare event. 
It is reported as occurring in about 1:200,000 patients receiving 
Pfizer (Comirnaty) and about 1:1,000,000 receiving the AstraZeneca 
(Vaxzevria) COVID-19 vaccination.

When assessing and communicating risk with patients, it is important 
not to discuss the risks of the vaccination in isolation. Instead, it 
should be compared to the risks to them of complications if they 
contracted COVID-19. Doing this really helps put the risks of allergic 
complications into context.

Also important to note is that anaphylaxis is readily treatable, 
locations where patients receive vaccinations have appropriate 
resources and staff to identify and treat anaphylaxis. For patients with 
mastocytosis with anaphylaxis, or other suspected allergy following a 
COVID-19 vaccine or one of its ingredients, they should be referred to 
the state health department.

For more information, please refer to the Australasian Society of 
Clinical Immunology and Allergy website: www.allergy.org.au 
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Laboratory tests to order for coeliac disease:
 � Tissue transglutaminase (TTG) antibodies: this is an 

IgA-based antibody test that is sensitive and specific for CD. 
Transglutaminase is a ubiquitous tissue enzyme that binds gliadin 
with high affinity. In the intestine, this forms a complex that is 
recognised as being foreign by the immune system, and this 
triggers immune activation.

 � Anti-deamidated gliadin peptide (DGP) antibodies: these 
are IgG antibodies, thus are useful for CD diagnosis in patients 
with IgA deficiency and in children under two years in whom IgA 
production is not fully mature. All patients with a positive serology 
result should be referred to a gastroenterologist.

 � HLA typing for high-frequency alleles associated with coeliac 
disease, HLA-DQ2 and HLA-DQ8. This testing can be useful in 
assessing if patients are at risk for CD as most patients with CD 
are positive for one of these alleles.

 � Intestinal biopsy: this is the gold standard for diagnosis. 
However, it is not needed for diagnosis in some scenarios.  
Histological features include villous atrophy, intraepithelial 
lymphocytes and elongation of crypts. 

New stores item: 25mL histology containers
25mL histology containers are now available to order in trays of 24. 
These containers are suitable for lesions up to 1cm x 1cm x 1cm. 
Benefits of 25mL container size:

 � Reduces environmental impact of plastic and formalin waste.

 � Reduces risk of formalin exposure from spills.

 � Saves space in busy clinics and treatment rooms.

For lesions measuring greater than 1cm in any direction, please 
continue to use the 70mL histology containers. 
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Spotlight on coeliac disease diagnosis

Who to test for coeliac disease

Patients with suggestive gastrointestinal symptoms, dermatitis 
herpetiformis, unexplained nutritional deficiencies (e.g. iron, 
folate, B12), unexplained osteoporosis.


