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A CASE REPORT OF NK/T CELL LYMPHOMA ARISING
PRIMARILY IN SMALL INTESTINE IN A YOUNG PATIENT
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A 28-year-old male was referred to our hospital for fever of

unknown origin (FUO). He had histories of FUOs at the age of

23 and 25. After the admission he experienced tarry stools, then

endoscopic examination was performed and found multiple ulcera-

tions in the small intestine. Because anemia was refractory, partial

resection of intestine was performed. Histological examination of

the resected specimen showed angiocentric proliferation of atypi-

cal cells with irregular nuclear contour. They were CD3þ, CD56-,

TIA1þ, TCRbþ, TCRg- by immunohistochemistry and EBER-

ISHþ. There was no other lesion except duodenum, jejunum, and

regional mesenteric lymph node and then the diagnosis of primary

intestinal NK/T cell lymphoma of T-cell lineage was rendered.

Five courses of cyclophosphamide, hydroxydaunorubicin, vincris-

tine, and prednisolone were performed. Although the lesions

became scar endoscopically, scattered CD3þ, EBERþ cells

persisted to be detected microscopically. Additional cord blood

transplantation was performed twice, but the patient died because

of pneumonitis and encephalitis 17 months after the initial diag-

nosis.

Primary intestinal NK/T cell lymphoma is a rare and highly

aggressive disease in spite of intensive chemotherapy. We report

this case with a review of the literature.
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Anaplastic large cell lymphoma, ALK-(þ), is an aggressive type of

T-cell lymphoma characterized by large cells with bizarre morpho-

logic features, prominent sinusoidal invasion and expression of

CD30 and ALK antigens. The majority of patients present with

advanced clinical stage have nodal and extranodal involvements

and complain of B-symptoms. The disease is most frequent in the

first three decades of life with a median age of 35 years. The

development of ALCL-ALK(þ) in infants is very rare, with only

very few case reports in the literature. We report two cases of male

infants who presented with fever and a progressive leukemoid

reaction. The leukocytosis was mainly neutrophilic and monocytic

without lymphoma cells, and in one case the neutrophils were

severely toxic. Extensive workup for infections and acute leukemia

did not reveal any cause. The diagnosis of ALCL-ALK(þ) was

established after demonstration of enlarged neck and abdominal

lymph nodes in the first and second patients, respectively, when

they underwent histologic evaluation. Although rare, our cases

show that ALCL-ALK(þ) is still a likely cause of a leukemoid

reaction in infants in a manner similar to infectious diseases, and

a survey of lymph nodes enlargement would prevent delay in

diagnosis.
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Angioimmunoblastic T-cell lymphoma (AITL) is an aggressive

lymphoma of follicular helper T-cell origin exhibiting overlapping

features with the follicular variant of peripheral T-cell lymphoma

(PTCL-F). Around one fifth of PTCL-F exhibits t(5;9)(q33;q22)/

ITK-SYK chromosomal translocation, which is essentially absent

in AITL. We retrospectively investigated 35 cases of AITL from

Taiwan, so far the largest, including FISH for t(5;9)(q33;q22)/ITK-

SYK. Twenty-six cases of not otherwise specified PTCL (PTCL-

NOS) were also examined by FISH. Most AITL patients were male

and elderly with frequent marrow involvement, high Ann Arbor

stages, and elevated serum lactate dehydrogenase. Most cases

(80%) showed a typical CD4þ /CD8- phenotype and in 90%

cases there were scattered EBV-positive B-cells. None of these

cases showed t(5;9)(q33;q22)/ITK-SYK translocation. Gain of ITK

and SYK gene was identified in 38% and 15% tumors, respectively,

but both were not associated with overall survival. Performance

status < 2 was associated with a better outcome but not the other

clinicopathological factors. All PTCL-NOS cases were negative for

ITK-SYK translocation and similar rates (38% and 12%, respect-

ively) of gains at ITK and SYK loci as that of AITL. More studies are

warranted to elucidate the roles of SYK and ITK and other genes in

the lymphomagenesis of AITL in Taiwan.
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Background: To obtain consensus diagnosis of childhood BMFS,

we have continued central reviewing childhood BMFS in Japan.

S98 PATHOLOGY 2014 ABSTRACT SUPPLEMENT Pathology (2014), 46(S2)




