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ABSTRACT
Pulmonary mucosa-associated lymphoid tissue lymphoma (pMALToma) is an extranodal low-grade B-cell lymphoma which originates from 
bronchial and/or parenchyma MALT. The authors report a case of an 81-year-old female with incidental finding of multiple bilateral pulmonary 
consolidations. After being submitted to an extensive workup, the diagnosis of pMALToma was finally established. The authors intend to highlight 
this rare entity and its challenging workup. It Is characterized by non-specific clinical manifestations and diverse imaging findings frequently 
leading to the need to perform more invasive techniques for a final diagnosis.
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INTRODUCTION

Pulmonary MALT lymphoma (pMALToma), although rare, represents 
more than 70% of primary pulmonary lymphoma cases1 and 0.5%-
1.0% of all primary lung cancers2,3. It is characterized by a clonal lym-
phoid proliferation affecting the parenchyma and/or bronchi of one 
or both lungs without detectable extra-pulmonary involvement until 3 
months after the diagnosis2.

The disease is slow growing, affecting patients in their fifth and sixth 
decades of life, with no gender predominance4, and with a chronic in-
flammatory or infectious background2.

PATIENT AND OBSERVATION 

The authors present the case of an 81-year-old female non-smoker, 
with previous relevant history of unstratified chronic pulmonary dis-
ease, cardiac failure, and multiple cardiovascular risk factors. She was 
evaluated weeks after being hospitalized due to decompensated car-
diac failure in the setting of an Influenza A respiratory infection. In 
between, the patient performed a lung CT due to undetermined pul-
monary disease showing multiple and bilateral pulmonary consoli-
dations, the largest sized 2x2.3 cm (fig.1 - A). The patient was asymp-
tomatic: no fever, cough, lymphadenopathy, night sweats nor weight 
loss. Blood analysis showed neither infection nor positive autoim-
munity parameters. Hematologic parameters, lactate dehydrogenase, 
renal/liver function tests and HIV/HCV/HBV serologies were normal. 
A new high resolution lung CT showed stable disease (fig.1 - B). The 
patient was then submitted to a flexible bronchoscopy which revealed 
a diffuse hyperemia at the bronchial mucosa with no other relevant 
endoscopic abnormalities. A CT-guided trans-bronchial mucosa nee-
dle biopsy was performed and allowed the identification of small lym-
phocytic proliferation, centroblasts with plasmocitoid differentiation, 
positive to CD20 and BCL-2, with Ki-67 of 20%, in keeping with a MALT 
lymphoma. Bone marrow aspirate and biopsy were negative for lym-
phoma involvement and abdominal and pelvic CT showed no relevant 
findings. After the establishment of the diagnosis of pMALToma, the 
patient underwent 4 cycles of rituximab over one month with toler-

ability. She presented parcial response on control TCAR, and a new 
therapeutic strategy is on hold.

DISCUSSION 

Despite being rare, pMALToma is the most common type of primary 
pulmonary lymphoma1 resulting from the uncontrolled proliferation 
of the mucosal B-cell lymphocytes2. Its prevalence among patients 
with chronic immune system stimulation supports the belief that 
MALT lymphoma is not a normal constituent of the lung5 and it may 
result from the chronic antigen stimulation with eventual replication 
errors1,2,4-5. Nonetheless a causative antigen associated with pMALTo-
ma is yet to be found1,2,4. An European study found a possible relation 
with Achromobacter xylosoxidans, but more studies are necessary to 
prove the casual association3,4. Disorders such as systemic lupus ery-
thematosus or Sjogren’s syndrome are recognized risk factors for de-
veloping pMALToma4. However, neither of those two were diagnosed 
during the patient’s workup and bacterial.

Signs and symptoms are unspecific, with more than 50% of the pa-
tients clinically asymptomatic at the diagnosis2, as in the presented 
case report. Occasionally patients may present with cough, mild dysp-
noea, chest pain and rarely hemoptysis5.

Directed Investigations are usually initiated after abnormal findings on 
chest X-ray or CT1. CT is more sensitive than standard radiography. It 
has demonstrated that most MALT lesions are multiple bilateral nod-
ules (>60-70% of cases) with air bronchograms and no topographic 
predominance2,4. Other rare findings may appear on CT images lead-
ing to a easier misdiagnosis3. Hilar and mediastinal lymphadenopathy 
is present in 30% of patients and pleural effusions are seen in 10% of 
cases. Although underutilized, PET-CT may help the diagnosis2.

Tissue biopsy with posterior histopathologic examination and immu-
nohistochemical staining is the gold standard for diagnosis4,5, and it 
should be done using minimally invasive techniques, such as bron-
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choscopy and/or CT-guided needle biopsy. No specific immunohisto-
chemical marker has been identified, however MALT lymphoma are 
usually positive for CD20 and BCL-2, as presented in the case5.

Most patients have a favorable prognosis4,6 with a 5-year survival rate 
over 84%3,5. Due to the low incidence of the disease, there is no ev-
idence-based therapeutic strategy based on randomized clinical tri-
als2,5. Watchful waiting can be an adequate initial approach in many 
patients because of its indolent nature3,4,6. Radiotherapy and surgery 
are the preferred option for treatment of localized disease. Systemic 
therapies with chemo- or immunotherapy are preferred in sympto-
matic systemic disease or with overt progression, deep invasion, bulky 
disease, impending organ damage or patient’s preference6. Although 
rituximab-chlorambucil has been used as the first choice (level of rec-
ommendation I A)6, rituximab alone can obtain a 70% response in 
MALT lymphoma7. 

pMALToma is a rare indolent disease with a highly variable clinical 
and imagiological presentation and unknown pathophysiology. There 
are no international recommendations guiding the therapeutic ap-
proach, therefore treatment is based on expert opinion, with chemo- 
or immunotherapy being the proposed approach in symptomatic sys-
temic disease or with overt progression, deep invasion, bulky disease, 
impending organ damage or patient preference.
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Figure 1. A - Sections of lung HRCT showing multiple and bilateral pulmonary consolidations, the largest sized 2x2.3 cm (arrow).  
B - Sections of lung HRCT showing stable disease comparing with A.


