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Abstract

Enteropathy associated T-cell lymphoma (EATL) is an extremely
aggressive form of non- Hodgkin lymphoma. EATL is a rare form of
peripheral lymphoma with a very poor prognosis and the five-year
survival rate reported is between 11 and 20%. We present the case of
a 33- years old male admitted for right iliac fossa pain and nausea.
Blood test showed leukocytosis with neutrophilia. The conventional
X-ray examination of the abdominal region showed a few “air-fluid”
levels in the right flank and mesogastric area and the ultrasound found
no particular alterations of the abdominal organs. These lead us to
suspect an acute appendicitis and the patient was scheduled for
emergency surgery. Intraoperative, we ascertain a perforated, stenotic
jejunal tumor located at approximately 1 meter from the Treitz angle.
A segmental enterectomy was performed with entero-enteral
anastomosis end to end. The histopathological and
immunohistochemistry examinations established the diagnosis of
entheropathy associated T-cell lymphoma. The patient was discharged
after a few days and started the proper adjuvant therapy. In most of the
cases, the precise diagnosis is not facile, the patient usually presenting
with intestinal haemorrhage, intestinal occlusion or perforation, the
clinical presentation often misleading the medical team. EATL is
usually a diagnosis of exclusion, other differential diagnoses being
acute appendicitis, mechanical obstruction, intestinal bacterial
infection and others.
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Introduction

Enteropathy associated T-cell
lymphoma is a rare and extremely aggressive
form of non-Hodgkin lymphoma. EATL has a
very poor prognosis, the five-year survival rate
reported to be between 11 and 20 % [1][2].
Pre-operative diagnosis is difficult, most of the

times EATL being a diagnosis of exclusion
due to its clinical presentation which can vary
from intestinal haemorrhage to intestinal
occlusion or perforation [3]. The differential
diagnosis from a clinical point of view
includes acute appendicitis, mechanical
obstruction, intestinal bacterial infections and
others. Even though this type of small intestine
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lymphoma in associated in 90% of the cases
with celiac disease, there are patients with no
signs or symptoms of malabsorption or gluten-
sensitive enteropathy, the histopathological
examination being the only investigation that
can show signs of celiac disease clinical
unapparent [4]. Most of the times, due to the
acute complications that occur, the exploratory
laparotomy and resection of the tumor is
required, followed by immunohistochemistry
and proper adjuvant therapy [5].

Case presentation

We present the case of a 33-years old
male who came to the Emergency Department
with right iliac fossa pain and nausea, without
any other significant personal medical history.
The symptoms appeared 7 days before and
worsened in the past 24 hours prior to his
admission

Clinical exam reveals diffuse abdominal
pain both spontaneously and when palpated
more accentuated in the right iliac fossa with
positive Bloomberg sign in this region.

Initial blood test revealed leukocytosis
(19310 /mm3) with neutrophilia (83,9 %).
There were no other significant changes in the
blood tests.

Figure no. 1 - “Air-fluid” levels in the right
flank and mesogastric area

The first imaging technique used was
abdominal ultrasound that found no particular
alteration of the abdominal organs. The
conventional X-ray examination of the
abdominal region showed a few “air-fluid”
levels in the right flank and mesogastric area
(Figure 1). These lead us to suspect an acute
appendicitis and the patient was scheduled for
emergency surgery.

Intraoperative, we ascertain a perforated,
stenotic jejunal tumor located at approximately
1 meter from the Treitz angle with an abscess
located near the tumor (Figure 2 & 3). A
segmental enterectomy was performed with
entero-enteral anastomosis end to end.

Figure no. 2 - The resected jejunal segment
showing the perforated, stenotic tumor

The resected segment was sent for
histopathological examination. The result
describes extensive ulcerated area covered
with fibrino-necrotic exudate and leukocytes;
tumor proliferation with atypical pleomorphic
large cells with large nuclei, prominent
nucleoli and frequent atypical mitosis; the
mucosa adjacent to the tumor proliferation has
complete  villous atrophy and crypt
hyperplasia.

The immunohistochemistry examination
shows positive results for EMA (Epithelial
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Membrane Antigen), SATB2 (Special AT-rich
sequence-Binding protein 2), CLA (Cutaneous
Lymphocyte  Antigen), CD3, MUM-1
(Multiple Myeloma Oncogene 1). The
histopathological and immunohistochemistry
examinations correlated with the clinical and
paraclinical investigations conclude that the
diagnosis is type | Enteropathy associated T-
cell Lymphoma (EATL).

showing the macroscopic ulcerated aspect of the
tumor

The patient’s evolution was favorable,
the clinical symptoms disappeared and the
blood tests normalized after a few days. The
patient remained stable in the postoperative
period and started adjuvant treatment with
high-dose chemotherapy as recommended by
the oncologist.

Discussion

Intestinal T-cell lymphoma is divided in
two major groups: NK/T-cell lymphoma and
enteropathy associated T-cell lymphoma
according to World Health Organization

classification [6]. EATL has two forms: type |
is frequently associated with celiac sprue and
express usually CD-30, type Il is less
frequently associated with celiac disease and is
characterized by the expression of CD-56 [7].
EATL has an incidence of 0,1 per 100,000 per
year, as some studies had shown [8] and
because of its rarity there are no clear protocols
regarding a specific treatment, even though
this kind of lymphoma had been reported to an
increase of incidence [9]. The CD-30 positive
marker in the intraepithelial lymphocytes
(IELSs) has the worse prognosis, the expression
of this marker being associated with the
occurrence of overt lymphoma[10].

The symptoms that a patient with type |
EATL may experience are extremely varied
and nonspecific. They usually present with
weight loss, abdominal pain, bowel movement
changes or even acute abdomen[11]. The
diagnosis in early stages is challenging due to
these  forms  of  presentation.  The
histopathological and immunohistochemistry
examinations remains the gold standard in
diagnosing enteropathy associated T-cell
lymphoma [12-13].

Conclusions

There are many controversial opinions about
the correct management of EATL patient.
Even though the result of surgery are poor, the
clinical presentation may impose an
emergency intervention. In this kind of
situation, the correct approach is additional
systemic chemotherapy.
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