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DESCRIPTION
A man in his 60s, with no medical history of note, 
presented with persistent vomiting and dehydra-
tion on a background of four stone weight loss 
in the preceding 3- month period. CT scan of the 
abdomen and pelvis revealed a small bowel obstruc-
tion secondary to intussusception (figure 1). He 
underwent emergency surgery which revealed an 
intraluminal ileal mass 100 cm from the ileocecal 
junction which was excised.

Histology of the mass showed an ulcerated, 
partially polypoidal tumour, the bulk of which 
appeared situated within the intestinal wall. The 
neoplasm comprised sheets of medium- to- large 
blasts, with moderate amounts of cytoplasm, and 
large rounded nuclei with granular chromatin 
and variably prominent nucleoli. Many showed 
plasmablastic differentiation (figure 2). There were 
frequent mitoses and apoptotic debris.

Immunohistochemical stains were positive for 
anaplastic lymphoma kinase (ALK) (figure 3), 
CD138, EMA, MUM1, CD45 (focal) and BCL2 
(weak), with probable kappa light chain restriction. 
The cells were negative for CD20, CD79, CD30, 
immunoglobulin A, CD38, PAX5, CD56 and EBER. 
The MIB- 1 proliferation index approached 100%.

The features were consistent with ALK- positive 
large B- cell lymphoma (ALK+LBCL) which is a 
very rare and aggressive neoplasm accounting for 
less than 1% of all diffuse LBCLs.1 This tumour 
most frequently occurs in the lymph nodes, 
however extranodal site involvement has also been 
described in the nasopharynx, soft tissue, bone and 
gastrointestinal tract.1 2 ALK gene rearrangements, 

most commonly t(2; 17)(p23;q23), lead to ALK 
protein overexpression—a key event in the onco-
genesis of this tumour.1 The vast majority of these 
lymphomas show immunoblastic and or plasmab-
lastic morphology, with characteristic immunohis-
tochemical staining for ALK, EMA and plasma cell 
markers, such as CD138 and MUM1.1 They are 
negative for T- cell markers, CD30 and B- cell lineage 
associated antigens such as CD20, meaning they 
are unlikely to respond to rituximab.1 ALK+LBCL 
usually responds poorly to conventional chemo-
therapeutic regimens, however new drugs, espe-
cially ALK inhibitors, show future promise.2

Our patient’s staging CT scan3 showed no 
evidence of distant lymphadenopathy. Although 
staging bone marrow showed a low population 
(0.2%) of cells with a possible ALK+LBCL immuno-
phenotype, overall there was a lack of distinctive 
morphological features to confirm involvement. He 
was treated with cyclophosphamide, vincristine, 

Figure 1 CT image of the patient’s abdomen at 
presentation (coronal view) showing lead point of 
intussusception with characteristic ‘telescoping’ of small 
bowel (circled).

Figure 2 Histology section with H&E stain at ×600 
magnification showing sheets of medium- to- large blasts, 
with immunoblastic and plasmablastic differentiation.

Figure 3 Immunohistochemical stain at ×600 
magnification showing characteristic diffuse tumour cell 
positivity for anaplastic lymphoma kinase.
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doxorubicin and prednisolone (CHOP) chemotherapy, without 
rituximab.4 Positron emission tomography scan after completion 
of six cycles of CHOP chemotherapy showed no residual disease 
activity, implying complete metabolic remission. At the time 
of writing, almost 10 months after his initial presentation, our 
patient has had no episodes of relapse and remains on regular 
follow- up with the haematology team.

Learning points

 ► Anaplastic lymphoma kinase+large B- cell lymphoma is 
a very rare and aggressive lymphoma with characteristic 
morphology and immunophenotype.

 ► These tumours are usually negative for CD20 antigen and are 
thus unlikely to be responsive to rituximab.
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