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ABSTRACT

The term acute abdomen refers to acute abdominal conditions presenting
with sudden, severe pain and signs of inflammation or dysfunction of ab-
dominal organs, which in basics can be defined by variety of diseases.

A 19-year-old Caucasian male was admitted to the Emergency De-
partment of the Clinical centre in Kragujevac with the condition of acute
abdomen. The appropriate diagnostic procedures revealed a neoplastic
process localised at the omentum maijus, on the small stomach curve,
in the hepatic hilus, small bowel mezo, sigmoid colon, vermiform ap-
pendix and associated lymphoid nodes, with diffuse infiltration of the
small bowel wall, especially in the terminal part of jejunum. These clini-
cal features are general characteristics of abdominal Burkitt’s lymphoma
and correspond to a sporadic form of Burkitt’s lymphoma with nodal and
extranodal localisation, negative for HIV infection. This form constitutes
less than 1% of adult lymphomas worldwide.

In conclusion, there are various manifestations of Burkitt's lymphoma
that have overlapping symptoms and signs with other intra-abdominal
diseases. Although the presented case may not be a typical example of
Burkitt's lymphoma, it is undoubtedly an aggressive lymphoma that re-
quires an intensive and broad diagnostic approach and appropriate ther-
apy, especially for the many intrinsic entities such as acute abdomen.
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INTRODUCTION

The term acute abdomen refers to acute abdominal con-
ditions presenting with sudden, severe pain and signs of
inflammation or dysfunction of abdominal organs1. How-
ever, it cannot be considered as a final diagnosis. It rep-
resents, in many cases, a condition requiring urgent man-
agement, even before all necessary diagnostic procedures
are completed1,2. The patient described herein was ad-
mitted to the urgent medical care unit with the condition of
acute abdomen, which was determined to be abdominal
Burkitt’s lymphoma.

Burkitt's lymphoma (BL) is a highly malignant, aggres-
sive and rapidly growing B cell non-Hodgkin’s lymphoma?,
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SAZETAK:

Termin akutni abdomen oznadava sva akutna stanja praéena jokim bo-
lovima u stomaku i znacima inflamacije i/ili disfunkcije organa trbugne
duplie koja se mogu javiti tokom razli¢itih oboljenija.

Bolesnik star 19 godina primljen je u Urgentni centar Klini¢ckog cen-
tra Kragujevac zbog bolova u stomaku nejasne etiologije i otezanog
disanja. Nakon sprovodenja neophodnih dijagnosti¢kih procedura, ot-
kriven je neoplasti¢ni proces koji je bio lokalizovan na omentumu majusu,
maloj zeluda&noj krivini, u hilusu jetre, malom crevnom mezou, sigmoid-
nom kolonu, crvuliku kao i pridruzenim limfnim &vorovima sa difuznom
infiliracijom zida tankog creva, pretezno jejunuma. Posle udinjene
eksplorativne hirugke intervencije i uéinjene biopsije postavliena je i
patohiostolodka dijagnoza — Non Hodgkin limfom, tipa Burkitt. Klini¢ka
slika odgovara sporadi¢noj formi Burkittovog limfoma sa nodalnom i
ekstranodalnom lokalizacijom, HIV negativnog serotipa.

Ovaij klini¢ki slu¢aj govori da se Burkittov limfom moze ispoljiti simp-
tomima i znacima karakteristiénim za razlicite bolesti intraabdominalne
lokalizacije. lako prezentovan sluéaj ne predstavlja tipi¢an primer Burkitt-
ovog limfoma, svakako nam ukazuje da ovako agresivan limfom zahteva
intenzivan i $irok dijagnosti¢ki pristup i odgovarajuéu terapiju, pogotovo
u takvim klini¢ki intrigantnim entitetima kakav je akutni abdomen.

Kljuéne reci: akutni abdomen, Burkitt-ov limfom

which has a low long-term survival rate*’. According to
the WHO Classification, there are three clinical variants of
Burkitt’s lymphoma: endemic, sporadic and immunodefi-
ciency-associated types®’. The endemic variant of Burkitt's
lymphoma is related to EBV or malaria infection and usu-
ally occurs in African children, 4-7 years old, involving
the jawbone and other facial bones, as well as kidneys,
ovaries, gastrointestinal tract, breasts and other extran-
odal sites®’. Sporadic Burkitt's lymphoma is an extranodal
disease associated with no specific geographic or climate
area and accounts for about 40% of all lymphomas in chil-
dren and only 1%-2% of those in adults®. Although almost
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any organ of the body may be involved, the most common
localisation is intra-abdominal, affecting the intestinal
tract, ovaries, kidneys, omentum and Waldeyer's ring, but
very rarely lymph nodes of any localisation®8. Immuno-
deficiency-associated Burkitt's lymphoma occurs mainly in
patients infected with HIV, but also occurs in acquired and
congenital immunodeficient patients?'°. The incidence of
certain subtypes of Burkitt's lymphoma depends mostly on
geographic area, and incidence of associated conditions.
These observations emphasise the importance of precise
disease definition for biological and epidemiological stud-
ies.

CASE REPORT

In December 2007, a 19-year-old Caucasian white male
was referred to the Emergency Department of the Clini-
cal centre in Kragujevac with dyspnea, abdominal swell-
ing and upper abdominal pain. The patient confirmed
that the above-mentioned symptoms had started spon-
taneously 4 days previously, first with the developing dys-
pnea, followed by the feeling of abdominal swelling and
subsequent pain. Physical examination revealed axillar
lymphadenopathy with lymph nodes of diameter around
10 mm, silent pulmonary sound on the both sides in the
middle and lower lung fields and a tense abdominal wall
(preventing spleen and liver palpation) with direct signs
of peritoneal effusion.

Laboratory findings for haemoglobin levels and leuko-
cyte and platelet counts were normal. Coagulation tests
were within normal reference values. The erythrocyte sed-
imentation rate, fibrinogen level and C-reactive protein
were normal, which confirmed non-infectious aetiology.
The other important biochemical blood parameters were
lactate dehydrogenase (LDH), 6603 U/L; acidum uricum,
1045 umol/L; and creatine kinase, 218 U/L. Liver func-
tion was also altered, which presented in the serum lev-
els of total proteins, 53 g/L; aspartate-aminotransferase
(SGOT), 145 U/L; and alanine-aminotransferase (SGPT),
45 U/L; but without an increase in bilirubin levels. The se-
rum IgG and IgM levels were lower than normal, while cir-
culating immune complexes, C3, C4, rheumatoid factor,
as well as IgA level, were within normal reference values.
The virology report confirmed the absence of HBsAg, anti-
HCV Ab and antiHIV Ab. The patient’s oxygen and carbon
dioxide partial pressures (pCO2 and pO?2) in the arterial
blood showed hypoxia and hyperkapnia. The patient was
put on oxygen support, which made the further diagnostic
procedures less stressful.

The chest X-ray showed pleural effusion in the right
lung to the level of the second rib. After performing pleu-
ral punction of 800 ml of clear liquid, the biochemical
analyses confirmed pleural exudate with an extremely
high level of lactate dehydrogenase (17,920 U/L), which
suggested lymphoproliferative disease. A bone marrow
biopsy was performed for confirmation.
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In further procedures, an abdominal ultrasound scan
and thoracic and abdominal CT confirmed the presence
of pleural effusion, but of reduced volume, conceivable
oesophageal perforation and diffuse infiltration of con-
volutions of the small bowel, together with mesenterium
and omentum majus, infiltrating vermiform appendix
and right perirenal area with discrete findings of peri-
toneal infiltration (Figures 1, 2, 3). The liver was slightly
enlarged, the spleen was 111 mm in cranio-caudal di-
ameter, and both were surrounded by peritoneal free
liquid effusion (Figure 4).

Figure 1.The presence of bilateral pleural effusion confirmed by the
thoracic CT.

Figure 2. Diffuse infiliration of small bowel convolutions together with
mesentery and greater omentum, infiltrating vermiform appendix and
right perirenal area with discrete findings of peritoneal carcinosis.

The patient underwent explorative laparotomy, which
confirmed the presence of neoplastic disease in the peri-
toneal cavity. Specifically, the disease was localised at the



omentum majus, on the small stomach curve, in the hepatic
hilus, small bowel mezo, sigmoid colon, vermiform appen-
dix and associated lymphoid nodes, with diffuse infiltration
of the small bowel wall, especially on the terminal part of
iejunum. Ex tempore biopsy confirmed malignant tissue and
no other procedures were performed, except for the extir-
pation of an enlarged lymphoid gland of the small bowel’s
mezo for final histopathology diagnosis. Perforation of the
oesophagus, or any other organ, was not confirmed.

Figure 3. Diffuse infiltration of small bowel convolutions together with
mesentery and greater omentum, infiltrating vermiform appendix and
right perirenal area with discrete findings of peritoneal carcinosis.

Figure 4. Normal size spleen and slightly enlarged liver were both
surrounded with peritonal effusion.

On the histopathology report, the enlarged lymphoid
node completely lost its anatomical structure and was
infiltrated with the malignant cells, which gave it a “star-
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ry sky” appearance. Immunocytochemical stained cells
were positive for CD79a, CD20 and Ki-67 (100%), and
slightly positive for CD43 and CD10, which confirmed
the diagnosis of high risk non-Hodgkin’s lymphoma,
B cell phenotype - Burkitt’'s lymphoma type (Figure 5).
Bone marrow examination confirmed only non-specific
reactive changes.

On completion of all the necessary diagnostic proce-
dures, the patient’s general condition deteriorated from
day to day, resulting in renal, liver and pulmonary failure
with a fatal outcome before any specific anti-neoplastic
therapy could be applied.

Figure 5. Light microscopy of the mesenterial lymphoid gland infil-
trated with Burkitt’s lymphoma cells, found in our patient ( H/E, x40).

DISCUSSION

The diagnosis of acute abdomen continues to be one of
medicine’s most tempting tasks. Acute abdomen repre-
sents 5% to 10% of all emergency department visits''.
The abdomen might be considered an incredibly intri-
cate biological “black box”, in which it is extremely dif-
ficult to pinpoint the source of distress. One of the main
obstacles to the diagnostic process in patients with acute
abdomen is the physician’s own personal bias. A pre-
sumptive diagnosis is often reached before the data are
fully collected, where such haste leads to overuse of tests
and delays in establishing the correct diagnosis. Certain
diseases develop an easily distinguished clinical picture
in comparison to others, such as sickle cell crisis, mesen-
teric ischemia, intestinal obstruction and diabetes mel-
litus, which cause an onset of numerous clinical signs.
The astute physician follows a progression of symptoms
and signs of the disease over time and notes their onset,
as well as their character and severity, in order to reach
the correct final diagnosis.

As challenging as it is, careful history-taking, thor-
ough evaluation of the symptoms, physical examination
and a judicious use of laboratory tests can simplify the
evaluation of the this acute condition. This article aims
to illustrate one of the possible primary diseases loca-
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lised to the abdominal cavity and not often considered
as a cause of acute abdomen.

In 1958, Dennis Burkitt, a surgeon, first described a
disorder presenting with jawbone tumours in African chil-
dren'2. He noted children with huge facial tumours uni-
or bilaterally involving mostly jawbones, but also other
facial bones, and sometimes accompanied by enormous
abdominal masses. A few years later, the neoplasmwas
identified as a form of malignant lymphoma, and what
initially emerged as a clinical syndrome became a path-
ological entity called Burkitt’s lymphoma'3. Histologi-
cally, Burkitt's lymphoma is composed of monomorphic,
medium'sized neoplastic cells of lymphocyte origin with
round nuclei, multiple nucleoli and relatively abundant
basophilic cytoplasm. These cells typically possess an
extremely high proliferation rate and high rate of pro-
grammed cell death (apoptosis). Morphological tumour
characteristics are numerous, including admixed body
macrophages phagocytosing abundant apoptoticdebris,
creating a typical “starry-sky” pattern®. The exact origin
of the malignant cells is still unknown. Namely, the ori-
gin of these cells is currently thought to be a germinal
centre B cell', although several studies on IgHV genes
in Burkitt's lymphoma suggest that they may derive from
memory B cells, rather than germinal centre B cells'.

Burkitt's lymphoma is a unique tumour that sheds
light on the understanding of lymphomagenesis. It is the
first human neoplasm that is causally associated with vi-
ral infection (EBV). The c-myc gene that is expressed in
Burkitt’s lymphoma cells was the first oncogene to be
described in lymphomas'®. In addition, it is the first de-
scribed non-Hodgkin’s lymphoma associated with HIV
infection. Among human neoplasms, Burkitt's lympho-
ma has the shortest doubling time.

There are three types of Burkitt's lymphoma. While
the endemic or African types usually present with tumour
masses localised on jawbone or retroperitoneum and
strong association with Epstein-Barr viral infection, the
sporadic type typically presents as an intra-abdominal
tumour or digestive tract lesion'”, as seen in our patient.

ABBREVATIONS

Ab — antibody

Ag - antigene

BL — Burkitt’s lymphoma

C3,C4 — complement compartments
CRP—...... reactive protein

CT - computerised tomography

EBV — Epstein — Barr virus

HIV — Human immunodefficiency virus

IgA — Imunnoglobulin class A

IgG - Imunnoglobulin class G

IgM — Imunnoglobulin class M

LDH - Lactate dehydrogenase

pO, — Oxygen parcial pressure in arterial blood
pCO, — Carbon dioxide parcial pressure in arterial blood
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The sporadic type of Burkitt's lymphoma is often associ-
ated with HIV infection, especially in adults, and is rarely
associated with Epstein-Barr infection'®. On initial pre-
sentation, extranodal tumour localisation, predominantly
in some intra-abdominal organs such as stomach, distal
ileum, cecum or appendix, is most common'?2%2!, Rarely,
the disease is disseminated throughout almost all the intra-
abdominal organs and lymph nodes, as described in this
patient. Lymphoma cells were found in the omentum ma-
jus, on the small stomach curve, in the hepatic hilus, small
bowel mezo, sigmoid colon and vermiform appendix, with
the diffuse penetration in the small bowel wall, especially
on the terminal part of jejunum. Because of this, the initial
localisation of the disease could not be determined. Gen-
erally, the disease usually presents with mild and non-spe-
cific gastrointestinal symptoms and “B” symptoms, such as
weight loss, unexplained fever and night sweats??. These
symptoms are identical to those of numerous opportunistic
infections and may delay the diagnosis of lymphoma. In
the extreme, Burkitt’s lymphoma can initially manifest with
aggressive gastrointestinal symptoms and signs, which
demonstrate an advanced disease requiring surgical treat-
ment, as we noted in our patient?. Although the prognos-
tic features have not yet been determined, some features
that have been associated with adverse outcome in adults
and children include older age, advanced disease, poor
performance status, bulky disease, high level of LDH and
involvement of central nervous system or bone marrow 4.
Almost all mentioned prognostic factors were present in
our patient, culminating with a fatal outcome before any
specific anti-neoplastic therapy could be applied.

Lessons learned: These findings indicate that there
are different manifestations of Burkitt's lymphoma,
which overlap with other intra-abdominal illnesses in
symptoms and signs. Although the presented case may
not be a typical example of Burkitt's lymphoma, it un-
doubtedly suggests an aggressive lymphoma that re-
quires an intensive and broad diagnostic approach and
appropriate therapy, especially in many intrinsic entities
such as acute abdomen.
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