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PRIMARY DIFFUSE LARGE B-CELL LYMPHOMA PRESENTING AS
A CHEST WALL MASS: A CASE REPORT
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Chest wall lymphoma is a rare entity and often confused with the more common sarcoma. We report a case
of diffuse large B-cell non-Hodgkin lymphoma patient presented with a sole chest wall mass. Chest computed
tomography revealed an abnormal mass with well-defined borders below the pectoralis major muscle with
contrast enhancement. The excisional biopsy revealed diffuse large B-cell non-Hodgkin lymphoma, confirmed
by immunohistochemistry. The patient was then treated with six cycles of R-CHOP and achieved complete
response. She is currently free from malignancy for 12 months after treatment. This paper illustrates the

rarity of this entity, the need for distinguishing it from sarcoma, and briefly reviews its current management
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. INTRODUCTION
Diffuse large B-cell lymphoma (DLBCL) Il. CASE PRESENTATION

is the most common subtype of non-
Hodgkin lymphoma.' About 30% of all cases
present with extranodal sites involvement.’
Of which, primary soft tissue lymphoma is
rarely encountered clinically. Indeed, among
7,000 malignant lymphomas seen at Mayo
Clinic over ten years, Travis et al. found only
eight cases (0.11%) of stage IAE extranodal
malignant lymphoma presented as a soft
tissue mass.?2 Moreover, this rare disease is
often misdiagnosed with the more common
soft tissue sarcoma.** These two diagnoses
differ in treatment and prognosis, requiring
thorough evaluation. Here we report a case of
chest wall lymphoma and emphasize the need
for differential diagnosis between lymphoma
and sarcoma, and review the literature of its
current management.

A59-year-old female with no significant past
medical history presented at the outpatient
clinic of Hanoi Medical University Hospital
because of an abnormal right chest wall mass.
This mass doubled in size for over two months
according to her report. She was generally in
good health and reported no constitutional
symptoms such as fever, weight loss, or
night sweats. Clinical examination of the right
chest wall revealed a firm and immobile tumor
about 70x110 millimeters in size, medially to
the right axillary region. Palpation of the right
axillary region showed no abnormal lymph
nodes. The overlying skin was intact and
showed no signs of inflammation. In addition,
no abnormal peripheral lymph nodes were
detected at other sites.

Chest computed tomography revealed
an abnormal mass with well-defined borders
below the pectoralis major muscle with contrast
enhancement, and no abnormal lymph nodes
detected (Figure 1).
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Figure 1. Soft tissue tumor at presentation

Core biopsy was then performed at the
outpatient clinic, and its result was suggestive
of lymphoma (Figure 2A). However, due to the
rarity of soft tissue lymphoma, we decided to
perform an excisional biopsy to obtain more
specimens for a definitive conclusion. This
second histopathological result was consistent

with non-Hodgkin lymphoma, confirmed by
immunohistochemistry with positive staining for
CD20, Bcls, MUM1, Bcl2, cMYC, Ki67 (95%),
and negative staining for CD3, CD5, and CD10.
(Figure 2B&3). These two results led to a final
diagnosis of non-germinal center diffuse large B
cell non-Hodgkin lyphoma.

Figure 2. (A) Histopathological image of the tumor by core biopsy
(B) Histopathological image of the tumor by excisional biopsy
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Figure 3. Immunohistochemistry results of chest wall tumor

Additional CT scan of the abdomen and
pelvis and bone marrow biopsy was performed,
showing no other malignancy signs. Thus, she
was diagnosed as stage IAE, non-germinal
center, diffuse large B-cell non-Hodgkin's
lymphoma.

She was treated with six cycles of the

R-CHOP regimen with curative intent. PET/
CT was performed after chemotherapy and
showed a complete response (Figure 4).
Adjuvant radiotherapy was then indicated
but the patient declined for fear of radiation-
related toxicities. She is free from malignancy
for 12 months after treatment.

Figure 4. PET/CT scanning after treatment
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lll. DISCUSSION

Primary chest wall tumors arise from muscle,
fat, blood vessel, nerve sheath, cartilage, or bone,
the most common primary malignant tumors are
sarcomas. The main treatment for this entity is
complete resection with or without chest wall
reconstruction.® In contrast, primary lymphoma of
the chest wall is quite rare, and the cornerstone
of treatment is chemotherapy. Specifically, the
overall rate of soft tissue lymphoma is estimated
to occur in 0.1% of all lymphomas.* The soft
tissue is involved mainly by direct spreading
from affected lymph nodes and/or metastatic
hematogenous dissemination.® Indeed, in a
case series of 356 lymphoma patients involving
soft tissue, only 19 patients had no evidence of
lymph node and skin involvement (5.3%).6 Thus,
our case with primary lymphoma presented with
a solitary chest wall lesion is quite rare. This
is the first case in Vietnam describing this rare
entity to the best of our knowledge.

A biopsy of the tumor was the most critical
evaluation of essential diagnosis. In this case,
an initial clinical diagnosis of sarcoma was
suggestive due to the characteristics of the tumor
on imaging plus no abnormal lymph nodes and
the frequency of this entity. However, surprisingly,
the excisional biopsy results and IHC revealed
a non-Hodgkin lymphoma. This would raise the
awareness of thorough consideration before
coming to a definitive diagnosis.

DLBCL is the most common type of B-cells
non-Hodgkin lymphoma, constituting about
30-40% of all cases." Most reported DLBCLs
of the chest wall are pyothorax-associated
lymphomas (PALs) - tumors that develop in the
pleural cavity of patients after more than 20-year
history of pyothorax resulting from an artificial
pneumothorax for the treatment of pulmonary
tuberculosis or tuberculous pleuritis.”® They are
also strongly associated with the latent form of

the Epstein-Barr virus. Cytokines released at the
site of chronic inflammation may trigger a local
immunosuppressive Another
reported mechanism is trauma to the thorax.
Our patient had no history of chronic pyothorax
or chest wall trauma, thus differentiating her
case from other previous cases reported.

environment.”

Concerning treatment options, the R-CHOP
regimen is the current standard treatment for
diffuse large B-cell lymphoma, CD 20 (+) in
general, according to the NCCN guideline.® In
a study of 16 soft tissue lymphoma patients,
the response rate in 11 patients with DBLCL
subtype after the first-line chemotherapy (CHOP,
R-CHOP) was 66% (7 complete responses, 1
partial response). Overall survival and 5-year
progression-free survivals were 43% and 39%,
respectively.* Regarding the ideal number of
chemotherapy cycles, a phase lll, international,
randomized trial (GOYA trial) has shown no
added benefit in progression-free survival of
eight versus six cycles of CHOP when combined
with rituximab in previously untreated diffuse
large B-cell lymphoma patients.' Furthermore,
the incidence of grade 3-5 adverse events and
any grade infections was markedly higher in
participants receiving 8 cycles of CHOP versus
6 cycles.' Thus, the six cycles schedule has
become the standard of care, replacing the
eight cycles schedule. Our patient was treated
with six cycles of the R-CHOP regimen and
achieved a complete response. In general,
lymphoma patients with bulky disease (tumor
> 10 cm) like our patient would benefit from
adjuvant radiation after achieving a complete
response with chemotherapy. The results of
an open-labeled trial of 258 bulky lymphoma
patients showed that patients who received
radiotherapy had significantly higher 5-year-
progression-free survival (87%) than those who
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did not ( control group - 45%, p <0.001)." In our
case, we intended to give the patient adjuvant
radiotherapy, but she refused it for fear of
radiation-induced second cancers.

Given the rarity of this disease, it remains
controversial whether patients with lymphoma
located only in the chest wall should undergo
surgical resection. Hsu et al. reported a series
of three patients who had isolated chest-wall
lymphoma treated with surgical resection and
adjuvant chemotherapy. No recurrence or
metastasis was noted during their follow-up
period."In another report of one Chinese woman
with chest wall lymphoma involving the cartilages,
complete resection followed by chemotherapy
was performed. She remained disease-free for
more than one year after treatment.’ However,
in all of these cases, patients were managed
with chemotherapy after surgery. Thus, the role
of additional surgery compared to standard
chemotherapy alone uncertain,
especially in the era of Rituximab, a highly
effective monoclonal antibody targeting CD-20.

IV. CONCLUSION

Primary chest wall lymphoma is a rare
disease, but it does happen. Physician should
be aware of this diagnosis since it could be easily
confused with the more common sarcoma. Open
biopsy may be necessary to achieve adequate
specimen for the histopathologic interpretation
and immunohistochemical staining. R-CHOP
regimen is preferred as first-line therapy with
a high complete response rate. Further studies
need to clarify the role of complete resection
of the primary tumor with or without adjuvant
chemotherapy.

remains

CONSENT

The patient gave written informed consent to
publish this manuscript and the accompanying
images.
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