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CASE REPORT

An Uncommon Case of Primary Pulmonary

High-Grade B-Cell Lymphoma
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Cineyt Yurdakul®,

Neslihan Ozcelik?,

Songil Ozyurt?, ® Unal Sahin?

Abstract

inci Selimoglu Karateke?,

Nadir Bir Olgu: Yiiksek Dereceli B Hiicreli Primer Akciger Lenfomasi

Serdanur Ozdemir?,

6z

Lymphoproliferative  lung  diseases may occur
secondary to Hodgkin lymphoma (HL) or non-
Hodgkin lymphoma (NHL) through hematogenous
spread or invasion of the hila from mediastinal lymph
nodes. In rare cases, they may present as primary
pulmonary lymphoma (PPL), defined as a clonal
lymphoid proliferation limited to the lungs and
bronchi, with no extrapulmonary disease at diagnosis
or during the subsequent three months of follow-up.
The most frequent subtype is mucosa-associated
lymphoid tissue (MALT) lymphoma, which arises from
pulmonary mucosal lymphoid fissue. PPL typically
progresses slowly and may be discovered incidentally
on imaging. Radiologic findings may resemble
pneumonia or lung cancer; therefore, PPL should be
considered when pneumonia is unresponsive to
treatment. In this case report, we describe a patient
presenting with dyspnea, a central right lung lesion,
mediastinal lymphadenopathy, and multiple bilateral
pulmonary nodules. As bronchoscopic evaluation was
non-diagnostic, transthoracic biopsy confirmed the
diagnosis of PPL.

Keywords: Non-Hodgkin lymphoma, primary pulmo-
nary lymphoma, pneumonia with delayed resolution.

Akcigerlerde lenfoproliferatif hastaliklar; Hodgkin
Lenfoma (HL) ve Non-Hodgkin Lenfoma (NHL)'nin
hematojen yayilim veya nodal lenfomalarin mediasti-
nal, hiler lenf nodlarina invazyonu ile sekonder olarak
gorilebilir. Nadiren, tani aninda veya takipten sonra-
ki 3 ay icinde ekstrapulmoner hastalik olmadan akci-
gerler ve bronslar ile sinirli klonal lenfoid profliferas-
yon olarak tanimlanan primer pulmoner lenfoma
(PPL) seklinde gérilebilir. En sik pulmoner mukozal
lenfoid dokudan kéken alan “mucosa-associated
lymphoid tissue” (MALT) lenfoma gérilir. Genellikle,
sessiz ve yavas seyirli bir hastalik olan PPL, tesadifi
olarak cekilen radyografilerde saptanmaktadir. Rad-
yolojik olarak pnémoniyi, akciger kanserlerini taklit
edebilen, dzellikle rezolisyonu geciken pnémonilerin
ayirc tanisinda unutulmamasi gereken bir hastaliktir.
Bu yazida, nefes darligi ile basvuran ve sag akciger
santral yerlesimli lezyon, mediastinal lenfadenopati ve
bilateral multiple parankimal nodilleri  saptanan
bronkoskopik olarak tanimlanamayan, transtorasik
biyopsi ile PPL tanisi alan bir hasta sunulmustur.

Anahtar Kelimeler: Non-Hodgkin lenfoma, primer
pulmoner lenfoma, rezolisyonu gecikmig pnémoni.
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Primary pulmonary lymphoma (PPL) is a distinctly rare
entity within the spectrum of extranodal lymphoid neo-
plasms, accounting for approximately 0.3% of all primary
lung malignancies. A definitive diagnosis requires the
exclusion of extrapulmonary involvement through com-
prehensive clinical, radiologic, and histopathologic as-
sessment at presentation and over a follow-up period of
at least three months. It is characterized by a clonal ma-
lignant lymphoproliferative process localized to one or
both lungs and/or the bronchial tree. Although 40% of
patients are asymptomatic, symptomatic patients may
present with chest pain, cough, dyspnea, and hemoptysis
(1). By contrast, pulmonary involvement secondary to
systemic lymphoma is more common. Pulmonary in-
volvement in the form of hematogenous spread or direct
invasion is seen in 38% of Hodgkin lymphoma (HL) cases
and 24% of non-Hodgkin lymphoma (NHL) cases.

Radiological findings include mass lesions, nodular infil-
trations, and consolidations with delayed resolution; cavi-

tary lesions may also be seen in diffuse large B-cell lym-
phoma (DLBCL) (2).

PPL is extremely rare and may present asymptomatically
or with nonspecific respiratory symptoms. Consequently, it
should be considered in the differential diagnosis of vari-
ous pathologic conditions.

This case is presented in the context of the existing litera-
ture to highlight the clinical and diagnostic features of
primary pulmonary DLBCL, a notably rare entity.

CASE

A 76-year-old woman with a history of essential hyperten-
sion, diabetes mellitus, and previous tuberculosis present-
ed with dyspnea. She was regularly taking metformin,
acetylsalicylic acid, olmesartan, linagliptin, pantoprazole,
spironolactone, and hydrochlorothiazide. She had no
history of smoking. There were no specific findings on
physical examination. Laboratory tests showed an elevat-
ed LDH level of 445. A chest computed tomography (CT)
scan was performed because her chest radiograph
showed nodular infiltrations in the right hilar region and
lung parenchyma. The chest CT scan showed multiple
bilateral nodules (Figures 1a and 1b). Positron emission
tomography/computed tomography (PET/CT), performed
with a preliminary diagnosis of a primary lung malignan-
cy with metastases, showed a central mass lesion in the
right lung. Pathologic FDG uptake was observed in the
hilar (SUVmax: 21.0) and mediastinal (SUVmax: 20.0)
lymph nodes and in multiple parenchymal nodules (SU-
Vmax: 15.0) in both lungs (Figure 2).
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Figure 1: Right hilar enlargement and nodular infiltrative opacities in
both lungs on the patient’s PA chest radiograph (a); parenchymal nod-
ules on chest CT image (b).

Figure 2: PET/CT image showing a centrally located mass in the right
lung, multiple hypermetabolic nodules in both lungs, and hypermetabolic
mediastinal lymph nodes.

Flexible bronchoscopy revealed no abnormal findings. A
tru-cut biopsy was performed on one of the larger pe-
ripheral nodules in the right lung (TTNAB). Pathology
revealed CD20 positivity, and the lesion was reported as
“high-grade B-cell lymphoma” (Figure 3). The patient was
evaluated by the hematology department and staged as
Stage 4S. Chemotherapy with R-mini-CHOP—rituximab
in combination with reduced-dose cyclophosphamide,
doxorubicin (previously known as hydroxydaunorubicin),
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vincristine (marketed as Oncovin), and prednisone—was
planned because of the patient’s deteriorating general
condition and comorbidities. The patient’s treatment and
follow-up were continued by the hematology clinic.

Figure 3: Immunohistochemical study showing strong CD20 positivity
(x100).

Informed consent was obtained from the patient for the
case report.

DISCUSSION

Primary pulmonary lymphoma (PPL) is a rare tumor, ac-
counting for only 0.5% of all lung tumors (3). The inci-
dence of PPL peaks in two age groups: first in the fifth
decade and again in the late sixth and seventh decades
(4). Our case was a 76-year-old woman. Surface markers
play an important role in lymphoma typing. In B-cell lym-
phomas, the presence of CD5 and CD10 markers is
significant. Our case showed strong CD20 positivity and
was diagnosed as high-grade B-cell PPL.

In the differential diagnosis of primary pulmonary lym-
phoma, conditions such as pneumonia, lung cancer,
metastasis, atelectasis, and pulmonary sequestration
should be considered. Histopathologic evaluation is es-
sential for a definitive diagnosis (3). In primary pulmonary
lymphoma, the contribution of bronchoscopy to diagnosis
is limited because there is usually no endobronchial le-
sion. Rarely, the diagnosis can be made by cytogenetic
methods using bronchoalveolar lavage fluid (5). There-
fore, VATS or open surgical intervention is usually re-
quired (3). In our case, cytologic evaluation of the speci-
mens obtained by flexible bronchoscopy was benign, and
the diagnosis was made by TTNAB.
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The histopathologic type of the tumor is the most im-
portant prognostic factor in PPL cases. PPL can be classi-
fied into three subtypes. In 70% of PPL cases, the tumor is
a low-grade B-cell MALT lymphoma arising from lym-
phoid tissue in the bronchial mucosa. The second subtype
is diffuse large B-cell lymphoma (DLBCL), which occurs in
12% of cases. In half of DLBCL cases, an underlying
MALT lymphoma develops into a high-grade lymphoma.
Finally, lymphomatoid granulomatosis (LG) is a lym-
phoproliferative disease caused by Epstein-Barr virus
(EBV)-infected large B cells that begins around the vessels
and leads to tissue damage (6).

Poor prognostic factors associated with the disease in-
clude age =60 years, elevated serum lactate dehydro-
genase (LDH) levels, an Eastern Cooperative Oncology
Group (ECOG) performance status of 2-4, advanced-
stage disease (Stage llI/IV), and the presence of extran-
odal involvement (7,8). Treatment strategies are guided
by the patient’s prognostic profile and overall clinical
condition.

The treatment of primary pulmonary lymphoma is contro-
versial. Complete surgical resection is preferred in local-
ized cases. Due to its typically indolent course, active
surveillance with clinical follow-up is recommended over
surgical intervention. While combined chemotherapy is
preferred in cases of progression, recurrence, or wide-
spread involvement, radiotherapy is rarely used (3,9).
Our patient was evaluated by the hematology department
and initiated on rituximab in combination with a reduced-
dose CHOP regimen—cyclophosphamide, doxorubicin
(previously known as hydroxydaunorubicin), vincristine
(marketed as Oncovin), and prednisone—referred to as
R-mini-CHOP.

CONCLUSION

Despite its rarity, primary pulmonary lymphoma should be
considered as a potential diagnosis in patients with multi-
ple nodular pulmonary lesions.

Chemotherapy-related lung involvement is a serious
complication observed during treatment and can signifi-
cantly impact the quality of life of patients undergoing.
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