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Figure 2

Upper gastrointestinal series shows multiple narrow-
ing in second part of the duodenum (arrows) and
post-stenotic dilatation in third part of the duode-
num (asterix).

anti-RNP, anti-Scl-70, anti-Sm, anti SS-A, anti- SS-B and
rheumatoid factor were negative. FMF was considered
because of the recurrent bouts of abdominal pain, but
available FMF mutation assays were negative. Viral serol-
ogy was negative for hepatitis B virus (HBV) surface anti-
gen, anti HBV surface antibody and anti-HIV. Anti-HCV
(ELISA) was positive but HCV-RNA was negative (RT-PCR
method, Roche, COBAS Amplicor HCV monitor kit; lin-
ear measurement range: 600-700,000 UI/mL). To investi-
gate possible cryoglobulinemia associated with hepatitis
C infection; cryoglobulin and cryofibrinogen tests were
performed and found negative.

Because the patient had anti-HCV positivity but HCV-
RNA negativity with normal liver transaminases, to con-
firm the hepatitis C virus infection, HCV-RNA in the
plasma and peripheral blood mononuclear cells (PBMC)
was tested by RT-PCR method (analytic sensitivity for
serum is 20 [U/mL). HCV-RNA was detected in peripheral
blood mononuclear cells, so the patient was considered to
have hepatitis C virus infection. Liver biopsy revealed
non-specific reactive hepatitis and no sign of chronic viral
hepatitis, so antiviral treatment was not started.

Malabsorption associated with abdominal pain raised the
suspicion of intestinal T cell lymphoma following celiac
disease. Anti-gliadin immunoglobulin (Ig) A was 1.2 U/
mL and anti-gliadin Ig G was 20.4 U/mL. Anti-endomy-
sium Ig A was negative and serum Ig A level was 163 mg/
dL (normal: 68-425 mg/dL), so diagnosis of Celiac disease
was not considered.

Figure 3

Endoscopic findings of the descending part of the
duodenum. Mucosa is observed edematous, fragile and
granular; multiple small ulcerated lesions are also seen.

In gastroduodenoscopy, duodenum was observed edema-
tous, fragile and granular; multiple small ulcerated lesions
were seen (Figure 3). Second part of the duodenum was so
narrowed that couldn't be passed through with the endo-
scope. Multiple duodenal and gastric biopsies were taken
during endoscopy. Pathological examination of the duo-
denal biopsy revealed atypical lymphoid infiltration with
centrocyte-like morphology; immunophenotypic investi-
gation was positive for CD 20 (+) and negative for CD 3
and CD 10 which were consistent with the diagnosis of
low grade MALT lymphoma of the duodenum (Figure 4,
5). Pathology of gastric biopsies was defined as non-
active, non-atrophic chronic gastritis. Helicobacter pylori
was negative in biopsy specimens. Colonoscopy was also
performed and was normal. In bone marrow biopsy, mild
hypercellularity was seen and infiltration was not
detected.

Diagnosis of MALT lymphoma of the small intestine was
considered and COP treatment protocol (cyclophospha-
mide 750 mg/m2 and 2 mg vincristine for once and 100
mg/day prednisolone for 5 days) was started. Because
Helicobacter pylori was negative in pathology specimens,
eradication therapy was not administrated. At follow up,
HCV RNA was still negative and liver function tests
remained stable. Because the patient had multiple venous
thromboses in abdomen, enoxaparine in treatment dose
followed by warfarin was started. After these treatments,
patient's complaints and findings of malabsorption were
dramatically improved. Control gastroduodenoscopy 4
months after treatment revealed regression of the lesions;
endoscopic biopsies were repeated in which no infiltra-
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Figure 4

Endoscopic duodenal biopsy consistent with MALT
lymphoma. Neoplastic infiltration with centrocyte-like
morphology that has partially effaced glandular structures in
mucosa (HE, x200)

tion was detected. Follow up small intestinal passage radi-
ograph was normal.

Discussion

Primary gastrointestinal (GI) lymphoma accounts for
approximately 30% of all extranodal lymphomas [1,7].
However, primary GI lymphomas represent only 1-4% of
malignant tumors of the GI tract [8,9]. Sites of involve-
ment include the stomach, small intestine, ileo-cecal area
and large intestine. Lymphoma limited to the duodenum
is very rare, only a few cases are present in the literature.

Figure 5

Endoscopic duodenal biopsy, CD20 immunreactivity
in infiltrative population (anti-CD20 antibody clone
L-26, AEC chromogene, x100).
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The presenting symptoms of duodenal lymphoma are
insidious and non-specific and depend on the location of
the tumor, the degree of obstruction, and the rapidity of
growth. Our case presented with abdominal pain, nausea
and vomiting especially just after the meals probably
related to intestinal obstruction. He also had signs of mal-
absorption due to infiltration of the duodenum and jeju-
num. After successful treatment of lymphoma and
nutritional replacement therapy, all these findings sub-
sided.

Predisposing factors for lymphoma of the small intestine
include prior malabsorption syndromes (e.g. Celiac sprue
and dermatitis herpetiformis); inflammatory bowel dis-
ease (e.g. Crohn's disease), acquired immunodeficiency
states, Helicobacter pylori infection and possibly HCV infec-
tion. Infectious agents like Helicobacter pylori, Campylo-
bacter jejuni, Borrelia burgdorferi, Chlamydia psittaci and
HCV indirectly increases the probability of lymphoid
transformation by chronically stimulating the immune
system to maintain a protracted proliferative state [10].

HCYV is both hepatotropic and lymphotropic. Association
between HCV infection and mixed cryoglobulinemia, a
benign lymphoproliferative disorder is well known but
the role of HCV in the pathogenesis of frank lymphoma is
not as certain, and is under ongoing discussion, but some
authors suggest that HCV may be considered, in addition
to Helicobacter pylori, as another potential infectious co-
factor in the multiple-stage pathogenesis of low-grade
lymphomas of MALT type [2].

Isolated anti-HCV positivity in individuals with negative
serum HCV-RNA may be related to past infection or false
positivity, but this has not yet been completely under-
stood. In our case, anti-HCV was positive but HCV-RNA
was negative and liver enzymes were normal. To confirm
the diagnosis of hepatitis C virus infection, HCV-RNA was
detected by RT-PCR within the PBMCs. Presence of HCV
within the lymphoid cells may have contributed to devel-
opment of intestinal MALT lymphoma, but to our knowl-
edge there is no published report investigating the
association of isolated anti-HCV positive hepatitis C virus
infection and lymphoma.

After the chemotherapy including corticosteroids, our
patient was followed by serial liver enzymes and HCV-
RNA tests, but signs of activation of HCV infection did not
occur; liver enzymes were always in normal range and
HCV-RNA was persistently negative.

One of the unique features of this case is the associated
multiple intraabdominal venous thrombosis, including
portal vein, splenic vein and superior mesenteric vein.
Patients with combination of these thromboses may
present with abdominal pain or findings of chronic portal
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