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Case Report

Enteropathy-Type Intestinal T-Cell Lymphoma Showing Jejunoileal Fistula:

Report of a Case
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Jejunoileal fistula is an extremely rare complication in patients with intestinal lymphoma. Here, we report a Japanese male patient with
enteropathy-type intestinal T-cell lymphoma presenting abdominal pain and weight loss. A jejunoileal fistula was discovered during
colonoscopy and pathological diagnosis was performed preoperatively by forceps biopsy. After elective surgery for partial resections of
jejunum, ileum, and sigmoid colon, eight cycles of cyclophosphamide, doxorubicin, vincristine and prednisolone chemotherapy led com-

plete remission of the disease.
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Introduction

Primary gastrointestinal lymphoma is a réeatively rare disease
constituting 5-10% of al gadrointegina tumors® Mog cases are
derived from B cdlls, whereas T-cell lymphomas are rare and are
often related to celiac disease.”® One characteristic of intesting T-
cdl lymphoma is intestinal perforation, which occurs in 30-50% of
patients.>** Jgjunoileal fistulais an extremely rare complication in
patients with intestina lymphomas, and is mog often caused by
Crohn's disease and less frequently by diverticular diseae. It is
often seen in associ ati on with malnutrition and diarrhea in patients
with abdomina pain. Here, we present a case of enteropathy-type
integind T-cell lymphoma showing jeunoileal fistula

Case report

In May 2004, a 62-year-ol d Japanese male presented with | ower

abdomina pain, which had been developing for three years. His
body weight had decreased by 10 kg in a single year. In 1999, he
experienced polyradiculoneuropathy, but he had no history of celiac
disease. Upper gastroendoscopy and colonoscopy at a local hospi-
tal one year earlier failed to | ocate the source of pain. Physical ex-
amination showed no hepatosplenomegdy or lymphadenopathy.
Peripheral blood leukocyte count was 5600 (3500-9100) /mm?®
without atypicd |ymphocytes. Total serum protein was 6.7 (6.7-
8.3) g/dl with 3.6 (4.0-5.0) g/dl albumin. Serum levels of akaline
phosphatase were 183 (115-359) IU/L, aspartate aminotransferase
were 11 (13-33) 1U/L, alanine aminotranserase were 7 (8-42) |U/L
and lactate dehydrogenase were 114 (119-229) 1U/L. Human T céll
leukemia virus type | antibody was negaive. Serum C-resctive
protein was 3.10 (<0.17) mg/dl and solubl e interl eukin-2 receptor
was 768 (145-518) U/ml. Colonoscopy on admission (Figure 1) re-
veded that a large cavitary lesion had formed an intesind fistula
a asite 10 cm ordly from the termina ileum. Multipleround, ele-
vated lesions were seen on the cavity wall. Forceps biopsy was
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Figure 1. Colonoscopy revealed a large ulcerated mass connecting
the ileum and jegjunum.

performed. The specimen exhibited diffuse proliferation of atypica
medium to large lymphoid cells that were posdtive for TIA-1, CD8
and CD3, but negative for CD20, CD4 and CD30. Enteropathy-
type integinad T-cell lymphoma was conddered. Small bowd X-
ray (Fgure 2) showed a large cavitary lesion forming an ileo-
jgund fistula Partid ileectomy, partid jgunectomy and partid
sgmoidectomy were performed on June 15, 2004. The tumor
measured 60x 70 mm and penetrated the jgjunum, adhering to the
mesocolon of the Sgmoid colon. The tumor comprised diffuse

Figure 2. Smdl bowd X-ray confirmed alage cavitary lesion form-
ing anileo-jejunal fistula

Fuminao Takeshima et al.: Jejunoileal Fistula Due to Lymphoma

atypicd large lymphoma cdls (Figure 3). Immunohistochemi gry
of frozen sectionsconfirmed that the lymphoma cells were postive
for CD2, CD3, CD8 and TCR#, but negative for CD4, CD16,
CD56, CD57, CD103 and TCR# . On Southern bl ot anaysis, tumor
tissue was postive for TCR Cf1 and TCR Jy. Based on the
histopathologicd, immunophenotypic and genetic findings, a diag-
nosis of enteropathy-type integtina T-cell lymphoma was made.

Because remnants of the tumor were suspected to persist in
this case, CHOP (cyclophosphamide, doxorubicin, vincristine and
prednisolone) was initiated. The patient tolerated this thergpy well
and had received eight full cycles of chemotherapy in February
2005. At the lagt fol low-up examination, four years after initial di-
agnosis, the patient was in good condition with no evidence of re-
currence of the disease.
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Figure 3. Micrascopic findings of the surgical specimen revedled diffuse
aypicd large lymphoma cell infiltration. H&E, x 400

Discussion

We described a case of enteropathy-type intestinal T-cell lym-
phoma showing jegunoileal fistula diagnosed preoperatively by
clinical and histological examination. The present patient showed
severe abdominal pain and was not previoudy diagnosed with ei-
ther celiac disease or enteropathy. Because intestinal T-cell lym-
phoma often arises prior to celiac disease-like symptoms, the term
"enteropathy-type integtind T-cell lymphoma’, as specified by the
World Health Organization Classification, is now widely accepted.®’
Gale et d.° demonstrated that only 12 of 31 patients with adiagno-
dgs of enteropathy-type intestinal T-cell lymphoma have a docu-
mented clinicd history of celiac disease and important clinicd fea-
tures are weight loss abdomind pain and diarrhea. Katoh et d.?
demonstrated that only 7 of 18 patients with integina T-cell lym-
phoma present with enteropathy. Enteropathy-type intestina T-cell
lymphoma does not always occur with enteropathy.
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Malignant lymphoma is apparently inclined to form figulas, and
snce Nada et d. first reported gastorcolonic figula caused by ma
lignant lymphoma,” numerous cases describing tracheoesophageal,*
gagtropleural,”* gastrosplenic,” jejunocolic,” ileocdic,* aortg gjunal®
and choledodhoduodend *° fistulas have been reported. Most of the
organs invaded and involved in figula formation are fixed and lo-
cated in the retroperitoneum. A search of the 1966-2008 MEDLINE
databases fail ed to find reports describing jejunoil ed fistul acaused
by malignant lymphoma. Jejunoiled fistula is an extremdy rare
complication in patients with intestinal |ymphomas

The prognosis for enteropathy-type integina T-cell lymphoma
is extremely poor. A multicenter prospective clinical study* of 65
patients with primary intestina lymphoma demonstrated that the
two-year survival rate in patients with intestina T-cell lymphoma
is 28%, which is markedly less than in patients with intestinal B
cdl lymphoma (94%). Two large retrospective anadyses* in
Western populations indicated that the 1-year survivd rate for
enteropathy-type intestina T-cell lymphoma is 31% to 39%. The
poor clinicd outcome, in part, reflects emergency surgery for per-
foration and late diagnosis. The present case has shown favorable
prognos s to date because we were ableto preoperatively diagnose
the condition and peform elective surgery for entera fistula.
Because the small bowe is sometimes overlooked as the cause of
abdomina pain and is examined only indirectly through barium ra-
diography, diagnosis of intestinal lymphoma tends to be delayed.
It isimportant to examine the termina ileum when colonoscopy is
performed during examination of abdomind pain and cdiac dis-
ease. Capaul e endoscopy was recently developed to investi gate dis-
eases of the small intestine. Joyce e &.”* performed capsule
endoscopy to assessthe extent of enteropathy-type intestina T-cell
lymphoma after chemotherapy and reported that the findings of
endoscopy were corrdated with those of barium radiography.
Capsule endoscopy may thus be a useful modality in patients with
celiac disease.
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