Scient @
Open fs\

Journal of General Surgery flopens %

ISSN: 2688-7479

Case report

Terminal Ileum Perforation by Burkitt Non-Hodgkin Lymphoma in a
Pediatric Patient: A Case Report

Victor Hugo Ramirez Lopez' and Hector
Mauricio Serrano Reyes?

"Doctor post-graduates of the General Surgery
Service of the Carloschagas Medical Graduate
Institute, Rio de janeiro, RJ. Brazil
2Doctor post-graduates of the General Surgery
Service of the Carloschagas Medical Graduate
Institute, Rio de janeiro, RJ. Brazil

*Corresponding author: Victor Hugo Ramirez
Lopez, Carlos Chagas State Hospital, General
Surgery Service, Rio de Janeiro, RJ, Brazil

This article was published in the following Scient Open Access Journal:
Journal of General Surgery

Received November 20, 2020; Accepted May 12, 2023; Published May 15, 2023

Abstract

Lymphoma is the third most frequently diagnosed neoplasm in children and can be
primary extra nodal, if there is no or minimal nodal lymph node involvement; or secondary
involvement, when the disease is already advanced, this being significantly more common.
The peak age for Burkitt lymphoma in children is 5-15 years, with more cases in boys
than in girls. The clinical manifestation is related to the location of the primary tumour.
The most common presentation of primary abdominal Burkitt lymphoma is reported to
be abdominal pain and can present itself urgently with an acute exacerbation caused by
intussusception, appendicitis or perforation like our case report of a an 9-year-old male
child who sought the Emergency Care Unit (UPA), with a report of an intestinal obstruction
evolving to perforation and peritonitis, Emergency surgical procedure was developed,
which served both as a therapy and to investigate the disease, as it allowed the diagnosis
of Non-Hodginlymphoma. Primary gastrointestinal tumours in children are rare. Non-
Hodgin lymphoma remains the most common malignancy of the gastrointestinal tract in
children but with the proper diagnosis and treatment the patients would have a high rate of
good clinical response.
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Introduction

Intestinal perforation can be caused by several reasons, such as (i) the ingestion of
elongated and pointed foreign bodies [1], which causes trauma directly to the intestinal
wall; (ii) diseases such as appendicitis, diverticulitis, lymphoma etc.; (iii) biliary calculus
or infection; (iv) radiation injuries; and (v) iatrogenic causes, for example, from an
endoscopy (but this is rare). In about 83% of cases, the ileal loops are impaired [2].

Lymphoma is the third most frequently diagnosed neoplasm in children and
adolescents up to 15 years of age. In this demographic, about 60% of cases involve non-
Hodgkin’s lymphoma (NHL) and the rest are due to Hodgkin’s lymphoma (HL). Burkitt-
type NHL is prevalent in Brazil, with abdominal presentation being the most usual [8].

As stated in the medical literature, extranodal involvement affects about 40% of
patients with lymphoma [3]. Lymphomas can be primary extranodal, if there is no or
minimal nodal lymph node involvement [4,5]; or secondary involvement, when the
disease is already advanced, this being significantly more common [3,6]. It is most
commonly found in Non-Hodgkin’s Lymphoma (NHL), present in 25% of cases [7].

The late diagnosis of lymphoma can take major proportions, such as intestinal
perforation, as occurred in the analyzed patient. In general, patients with intestinal
perforation seek emergency services with acute symptoms in the abdomen, such as
tachycardia, abscess, fistula, abdominal pain on superficial or acute palpation, nausea,
vomiting, fever, peritonitis, intestinal obstruction, and gastrointestinal bleeding.

Pain from intestinal perforations can extend to the hip and groin; and the leakage of
intestinal contents is capable of causing peritonitis, abscess formation in the abdomen
and even a severe septicemia. If not properly treated, this condition can cause serious
problems to the patient, leading to death.

Studies have been dedicated to examining the behavior of NHL in children and youth.
However, these are still scarce. Based on these works, it is noted that the incidence of
NHL increases uniformly as the child ages, being a disease that rarely affects children
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under two years of age [8,13,14]. In the present study, the patient
is nine years old, thus fitting the expected standard, since NHL
can also affect young individuals up to 15 years old.

It is possible that the occurrence of an infectious etiology in
the pathogenesis of Burkitt’s lymphomas, mainly related to the
presence of the Epstein-Barr virus (VEB) [9], is able to explain, in
part, the appearance of this disease in younger individuals, mainly
if they come from more disadvantaged economic classes, since, as
a rule, this population is exposed earlier to infectious agents [8].

Lymphomas in children and youth, especially those classified as
Burkitt’s, have a tendency to develop at an accelerated rate, and may
already be very advanced at the time of diagnosis, which requires
immediate treatment, in order to avoid serious damage to the sick.

These lymphomas can be treated with chemotherapy, since it
has the potential to destroy a large percentage of lymphoma cells
in a short period of time. In this scenario, the concern relates to the
fact that lymphomas can cause tumor lysis syndrome, which is a
side effect that can occur when the contents of dead cells enter the
bloodstream, which can cause problems in other organs. As a way
to avoid this consequence, doctors usually prescribe, in addition to
the drugs, the intake of a large amount of fluids during treatment.

NHLs are neoplasms, which can vary significantly, both in
terms of growth rate and response to treatment. Furthermore, it
is believed that children diagnosed with lymphoma in early stages
I or 1], have the disease more widespread than what is presented
by the tests performed, whether laboratory or imaging. As a
result, only the application of specific treatments, such as surgery
or radiation therapy, is considered effective for curing the disease.

Thus, chemotherapy is considered a useful tool for the
treatment of lymphomas in patients of all ages, including children,
varying according to stage and type of disease. When patients are
treated up to stage II, as in the patient studied here, the survival
rate reaches up to 95% in 5 years [10-12].

The treatment and efficient prognosis of a person with
NHL depends on the type and stage of the disease, which can
be verified, initially, with imaging exams. Therefore, the use of
positron emission tomography or computed tomography has
been shown to be the most effective means of determining the
stage and type of lymphoma.

Once the presence of lymphoma is identified in the patient, it
is necessary to carry out tests to verify the extent of the disease
in the body. Moreover, it is advised that the diagnosis of NHL be
carried out based on ganglion biopsy. This is extremely important,
since there are several subtypes of NHL, some of which are slow-
growing and have discrete symptoms, while others may present
rapid growth and exacerbated symptoms.

Case Report

G.S.S, male, 9 years old, from the Emergency Care Unit
(UPA), presented abdominal pain, mainly in the right iliac fossa,
associated with nausea, fever and vomiting, lasting approximately
24 hours. Furthermore, he was tachycardiac and with slight
tachypnea. Physical examination returned signs of peritoneal
irritation.

Laboratory tests showed significant leukocytosis (33,200)
with neutrophilia. Tomography of the total abdomen presented

pneumoperitoneum and presence of a moderate amount of free
intracavitary fluid.

The results indicated urgent exploratory laparotomy. After
performing the necessary procedures, according to the surgical
report, the patient had a large blockage in the pelvis, with fibrin
and an area of necrosis compromising the terminal ileum with its
perforation, which was undone (Figures 1 and 2).

With that, an ileocolectomy with end-to-end anastomosis was
performed and the specimen was sent to histopathology (Figures
3 and 4).

The intraoperative finding revealed the presence of pelvic
peritoneal block with the identification of perforation of the
terminal ileum, but with cecal appendix without changes. From
that, ileocolectomy was performed and the specimen sent for
biopsy. Histopathological analysis of the surgical specimen
showed the presence of Burkitt-type B-cell non-Hodgkin’s
lymphoma (Figure 5).

In the postoperative period, the patient stayed at the pediatric
Intensive Care Center (ICU), where he remained for five days for
the purposes of clinical stabilization. On the third postoperative
day, a trial liquid diet was started, accompanied by intravenous
hydration and antibiotic therapy, which provided a satisfactory
evolution. On the fifteenth day, the patient was discharged and
was referred to the general surgery outpatient clinic.

Figure 2 - lleal necrosis
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Figure 3 — Surgical specimen
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Figure 5 - Burkitt Lymphoma
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The result of the anatomopathological examination revealed
the existence of intestinal lymphoma with extensive necrosis and
fibrosis in the perforation area. The diagnosis was complemented
with the immunohistochemical analysis of Burkitt-type B-cell
non-Hodgkin’s lymphoma.

Discussion

In the present study, we analyze a 9-year-old male child who
presented a disease in a localized way, that is, stage II. The patient
had several complaints that indicated the presence of intestinal
perforation, such as acute abdominal pain, nausea, fever and
vomiting episodes.

The peak age for Burkitt lymphoma in children is 5-15
years, with more cases in boys than in girls (3.9:1.1) [17]. BL
is characterized by dysregulation of the c-MYC oncogene [17],
Deregulation of c-MYC prevents B-cell differentiation and
has oncogenic activity [18]. Cytogenetic evidence of c-MYC
rearrangement is the gold standard for the diagnosis of BL [19].
Three major clinical types of Burkitt lymphoma exist: (1) the
endemic form, which is a common childhood malignancy strongly
associated with the Epstein-Barr virus (EBV), (2) the non-endemic
(sporadic) form which is rare, and (3) immunodeficiency-related
BL, mostly seen in AIDS patients. The sporadic form typically
presents itself as extranodal disease. The clinical manifestation
is related to the location of the primary tumour. According to
various studies, the most common presentation of primary
abdominal Burkitt lymphoma is reported to be abdominal pain
(85%), followed by abdominal swelling, vomiting, constipation,
diarrhoea, melena, and rectal bleeding [20]. Symptoms can
present themselves urgently with an acute exacerbation caused by
intussusception, appendicitis, perforation, or bowel obstruction
[18]. About 14% of Burkitt lymphoma tumours can arise in the
bone marrow. This variety is called Burkitt cell leukemia [21].
CNS involvement is diagnosed in 8.8% of patients with Burkitt
lymphoma/leukemia [17].

It is important to note that non-surgical procedures are not
shown to be very effective methods for diagnosing abdominal
NHL in children and youth, as they have a low morbidity rate [15].
As a result, urgent surgery was indicated. Considerable necrotic
area and ileum perforation were found, and an attempt was made
to repair the damage immediately with the surgical procedure.
The removed surgical specimen was sent for histopathological
analysis, which verified the presence of Burkitt-type B-cell NHL.

Furthermore, pediatric NHL, as a rule, is an aggressive
tumor with a high potential for cell proliferation. In this sense,
it is important to use a technique capable of collecting the ideal
quantity and quality of pathological material, as a way of ensuring
that the tests are properly and timely performed, thus enabling a
timely diagnosis, which is not always possible by means of non-
surgical procedures.

Primary gastrointestinal tumours in chil-
dren are rare. Non-Hodgin lymphoma remains the most com-
mon malignancy of the gastrointestinal tract in children. In
most cases the histologic subtype of the setumoursis Burkitt-
lymphoma. It can present with an acute peritonitis caused by
Intestinal perforation. Burkittlymphomais a highly aggressive,
rapidly growing neoplasm. However, if treatment is started in
time and there is no unfavorable riskfactors, the good clinical res-
ponse with 3 years event free survival (EFS) is more than 95%
Combination chemotherapy. According to standardized proto-
cols is the best current standard of care. How was presented in
the reported case the difference is in the diagnostic suspicion and
prompt treatment for the best posible prognosis.
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