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Primary Lung Lymphoma
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Abstract

Primary lung lymphoma (PLL) is a rare entity. It is difficult to diagnose, with a nonspecific clinical and radiological presentation. It may
masquerade as pneumonia and lung tumors, and this disease should be kept in mind especially in the differential diagnosis of nonresolving
pneumonias. This report describes a PLL case.
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INTRODUCTION

Primary lung lymphoma (PLL) accounts less than 1% of lung cancers (1), 0.4% of all ymphomas, and
3.6% of non-Hodgkins lymphomas (2). Patients with PLL mostly have nonspecific symptoms, such as
persistent cough, or maybe asymptomatic. PLL can mimic pneumonia, and its clinical course is slow
(3). It is diagnosed if extra-pulmonary involvement is ruled out. Surgical procedures are needed for
definitive diagnosis for most of the cases. According to the Ann Arbor pulmonary lymphoma staging
system,

Stage

IE: Lung only, could be bilateral

Il 1E: Lung and hilar lymph nodes

Il 2E: Lung and mediastinal lymph nodes

Il 2EW: Lung & chest wall or diaphragm

lll: Lung and lymph nodes below the diaphragm

IV: Diffuse

This report describes a PLL case.

CASE PRESENTATION

A 56-years-old male smoker admitted to clinic with a complaint of chest pain. Three years ago, he
was diagnosed with pneumonia and flexible bronchoscopy had been performed. Bronchoscopic
appearance and histopathologic and microbiological results of bronchial lavage had been found
normal then.

Physical examination was normal. Chest X-ray showed bilateral consolidations in both lungs.
Laboratory test results were all within the normal range except C-reactive protein, which was
high at 9.9 mg/L (normal range 0-5). Computerized tomography (CT) of thorax showed bilateral
consolidations with air bronchograms at the middle (lingula of the left lung) and lower lobes of both
lungs and right pleural effusion (Figure 1). CT-guided transthoracic tru-cut lung biopsy yielded diffuse
B cell lymphoma. Positron emission tomography (PET) CT revealed standard uptake value (SUV) of
5.6 for the anterobasal segment of the right lung, 5.5 for the inferior lingular segment of the left lung,
and 3.8 for the right and left paratracheal lymph nodes (Figure 2). Based on these findings, PLL was
diagnosed. He was referred to the oncology clinic.
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Figure 1.Thorax CT: Bilateral consolidations with airbronchograms
CT: computed tomography

Figure 2. PET-CT Image
PET-CT: positron emission tomography-computed tomography

DISCUSSION

The most frequent type of PLL is mucosa-associated lymphoid tissue
lymphoma accounting for 58-87% of cases, but diffuse large B-cell
lymphoma accounts for 5-20% of cases (4, 5).

Characteristics of the PLL are as follows: 1) Difficult to diagnose, with
a nonspecific clinical and radiological presentation; 2) Diagnostic
yield is low; 3) Difficult to differentiate from pseudo-lymphomas;
and 4) Outcome is good. PLL is commonly seen in the fifth decade
followed by late sixth and seventh decades of life. There is no extra-
pulmonary involvement in PLL, but hilar or mediastinal lymph node
involvement or chest wall involvement can be seen (6). In our patient,
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there was bilateral involvement of the lung with mediastinal lymph
node involvement. PET-CT showed no extra-pulmonary involvement.

Primary lung lymphoma may masquerade as pneumonia and lung
tumors. It generally follows an indolent and slow clinical course and
is detected incidentally on radiograms. Similarly, our patient had
been misdiagnosed as pneumonia 3 years ago.

Radiographic findings of PLL are not specific, but the typical
presentations are single or multiple nodularinfiltrations involving one
or both lungs; these infiltrations frequently have air bronchograms
(1, 7). Nodal involvement is seen in 30% of the cases. Pleural effusions
have been found in 25% of the cases. Atelectasis is rare. In our
patient, there were bilateral consolidations with air bronchograms
and pleural effusion.

It has been shown that 66.7% of the patients required surgical
procedures to establish the definitive diagnosis. Bronchoscopy in
83% revealed the disease, but transbronchial lung biopsy was useful
only in 30% of the patients (8). In the present case, diagnosis of PLL
was confirmed by CT-guided transthoracic tru-cut lung biopsy.

According to Ann Arbor staging system, the present case was stage
Il 2E.

The prognostic factors are not well defined. The prognostic value
of the hilar or mediastinal node involvement is controversial
(9, 10). Higher stage disease was associated with a significantly
worse outcome according to Graham et al. (1). However, it was
suggested that bilateral disease was the most important prognostic
factor. In the majority of cases, surgery may be used followed by
chemotherapy. PLL has a good prognosis and a recurrence rate of
less than 50% (1).

CONCLUSION

Primary lung lymphoma is a rare entity; when bilateral pulmonary
lesions are seen with a nonspecific clinical presentation, physicians
should consider PLL in the differential diagnosis.
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