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Non-Hodgkin lymphoma mimicking cholangiocarcinoma

Dear Editor,

A 74-year-old white female presented with diffuse ab-
dominal pain, jaundice, choluria, and acholia. Laboratory tests 
showed elevated levels of canalicular membrane enzymes. The 
results of a complete blood count were normal, as were serum 
alpha-fetoprotein levels, and a serological test for hepatitis was 
negative. Magnetic resonance imaging (MRI) showed a lesion in 

the hepatic hilum (Figure 1A), promoting common bile duct ob-
struction (Figure 1B) and retroperitoneal lymph node enlarge-
ment. A lymph node biopsy was negative for malignancy, and a 
liver biopsy showed a diffuse large B-cell lymphoma infiltrating 
the liver parenchyma (Figure 1C), together with positivity for 
markers of Epstein-Barr virus. A positron emission tomography/
computed tomography (PET/CT) study, conducted for staging, 
showed fluorodeoxyglucose uptake in the retroperitoneum. The 
patient was started on combined chemotherapy with rituximab, 

Figure 1. A: Axial diffusion-weighted MRI (b: 
600 s/m2) showing a 4-cm expansive lesion 
in hepatic hilum (arrow) and small tumors 
focus around (arrowheads) characterized by 
signs of diffusion restriction, a common fea-
ture but not specific for lymphoma. B: Coro-
nal strongly T2-weighted cholangioresonance 
showing stenosis of the common hepatic (ar-
rowhead), related to extrinsic compression. 
This pattern is very similar to cholangiocar-
cinoma, therefore, being the main differen-
tial diagnosis. C: Hematoxylin-eosin staining 
(20×) showing lymphoid neoplasm (asterisk) 
characterized as diffuse large B-cell lym-
phoma (CD20 positive) infiltrating extensively 
hepatic parenchyma (arrow). D: Coronal fluo-
rodeoxyglucose PET/CT showing no uptake 
in hepatic hilum and retroperitoneum six 
months after combined chemotherapy.
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cyclophosphamide, adriamycin, vincristine, and prednisone. 
Another PET/CT study, conducted six months later, showed no 
evidence of disease (Figure 1D).

Hepatic lymphomas are classified as primary or secondary(1). 
Secondary lymphomas are due to disseminated lymphoprolifera-
tive disease, and the reported incidence of secondary non-Hodg-
kin lymphoma is 16–22%. Primary lymphomas are rare, account-
ing for only 0.01% of all cases of non-Hodgkin lymphoma(1,2).

The diagnostic criteria for primary hepatic lymphoma vary 
in the literature, the most widely used criteria being those pro-
posed by Lei et al.(1): absence of distal lymphadenopathy; ab-
sence of bone marrow infiltration or peripheral blood leukocy-
tosis; and laboratory abnormalities related to liver involvement. 
Caccamo et al.(2) included the absence of extrahepatic disease 
for at least six months after diagnosis. However, some authors 
have also classified patients with associated regional lymph node 
disease, splenomegaly, and bone marrow infiltration as having 
primary hepatic lymphoma, those features being considered in-
dicative of regional extrahepatic evolution(3–5). The etiology is 
poorly understood, and there have been reports of cases related 
to viral infections, such as HIV infection, Epstein-Barr virus 
infection, and hepatitis, as well as to cirrhosis, prior chemo-
therapy, and primary biliary cirrhosis(1,6). The usual symptoms 
are those associated with involvement of the liver parenchyma, 
such as jaundice, abdominal pain, and hepatomegaly(1), similar 
to those of primary lymphoma described in the literature(1,3,7) 
and well characterized in our patient due to a common bile duct 
obstruction. Fever, weight loss, and night sweats, also known as 
“B symptoms”, may be present but are not the rule(1). Elevated 
levels of canalicular enzymes is a common laboratory finding(1). 

The imaging features of primary lymphomas are nonspe-
cific and may be similar to those of other more common liver 
tumors, such as cholangiocarcinoma(8). High-grade lymphomas 
usually show restricted diffusion on MRI, similar to what was 
observed in our patient but also seen in some infectious pro-
cesses, such as abscess and fungal infections, in patients who 
are immunocompromised(8), which our patient was not.

According to the current criteria in the literature, our pa-
tient had aspects indicative of primary and secondary hepatic 
lymphoma. Although the biopsy of an enlarged retroperitoneal 
lymph node was negative for malignancy, the PET/CT scan 
showed retroperitoneal fluorodeoxyglucose uptake. Although the 
diagnosis can be made through needle biopsy, it is often made 
after surgical resection. The standard treatment is systemic che-
motherapy(6,8).
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Mounier-Kuhn syndrome: an unusual cause of bronchiectasis

Dear Editor,

A 49-year-old nonsmoking man presented with a six-year 
history of recurrent infections of the lower respiratory tract, hav-
ing been asymptomatic between the episodes. The initial physi-
cal examination showed that the patient was in good general 
health, with a blood pressure of 120/80 mmHg, normal cardiac 
auscultation findings, a heart rate of 77 bpm, pulmonary auscul-
tation showing sparse rales, a respiratory rate of 18 breaths/min, 
oxygen saturation of 93% on room air, and a normal abdomen. A 
computed tomography (CT) scan of the chest, acquired during 
inspiration (Figures 1A, 1B, and 1C), showed dilatation of the 
trachea and main bronchi (transverse diameter of 3.5 cm and 
1.8 cm, respectively), as well as bronchiectasis in the middle 
and lower regions of both lungs. A slice acquired during expira-
tion (Figure 1D) demonstrated partial collapse of the trachea 
and main bronchi. The pattern seen on CT was considered to 
be diagnostic of tracheobronchomegaly. Spirometry produced 
the following results before and after bronchodilator adminis-
tration, respectively: FVC, 87% and 88%; FEV1, 69% and 75%; 
FEV1/FVC ratio, 64% and 69%; and FEF, 44% and 52%. The 

patient was treated with corticosteroids and bronchodilators. At 
this writing, he is in outpatient follow-up.

The importance of tracheobronchial diseases has been em-
phasized in recent studies(1–4). Tracheobronchomegaly, or Mouni-
er-Kuhn syndrome, is a rare disease, observed mainly in middle-
aged men before the fifth decade of life(5), that is characterized 
by atrophy or the absence of elastic fibers or smooth muscle in 
the wall of the trachea and the main bronchi, resulting in dilata-
tion of those structures(6–8). It is believed that the weakness of 
connective tissue, associated with the inhalation of air pollutants 
and smoking, is the main factor in the development of this condi-
tion(6). Because of those anatomical and physiological changes, 
the flaccid airways widen during inspiration and collapse during 
expiration(6); in addition to that dynamic change, bronchial or tra-
cheal diverticulosis and bronchiectasis are common(7,8).

The clinical presentation of Mounier-Kuhn syndrome is 
nonspecific, including the accumulation of secretions, with pro-
ductive cough, dyspnea, and recurrent infections of the lower 
respiratory tract. In rare cases, there can be hemoptysis or pneu-
mothorax(6–8). The diagnosis is made on the basis of imaging 
findings. The most sensitive examination is CT of the trachea 
and main bronchi, with images acquired during inspiration and 


