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Primary cutaneous large B-cell lymphoma of atypical
presentation - Case report
Linfoma cutaneo primario de grandes células B de apresentacao atipica -
Relato de caso
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Abstract: Primary cutaneous lymphomas are defined as lymphocytic neoplasias that present themselves cli-
nically in the skin without extracutaneous disease at diagnosis and up to 6 months after it. The authors
report the case of an elderly male patient, with a three- month-history of papules in the axilla which evol-
ved into painful ulceration. Examination found deep ulcer with irregular borders ,infiltrates, in the right
axilla. Physical and additional examinations did not evidence disease at distance. Histopathology revealed
dense and diffuse dermic sample infiltrate of atypical lymphocytes. Imunohistochemistry shows expres-
sion of CD20 and bcl-2 antigens , with negative CD10, configuring diagnosis of cutaneous large B-cell
lymphoma. In this type of cutaneous lymphoma, primary cutaneous manifestation is rare ,the incidence in
men is lower and it is most commonly located in the lower limbs.
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Resumo: Linfomas cutaneos primarios sao definidos como neoplasias linfociticas que se apresentam clini-
camente na pele sem doenga extracutinea no momento do diagnoéstico e até por 6 meses apos. Os autores
relatam o caso de um paciente masculino, idoso, com historia de papulas em axila, ha 3 meses, que evolui-
ram para ulceracio. Ao exame, ulcera profunda de bordos irregulares, infiltrados, em axila direita. Exames
fisico e complementares nao evidenciaram doenca a distancia. O histopatoldgico mostra infiltrado dérmico
denso e difuso de linfécitos atipicos. A imuno-histoquimica evidencia expressao de antigenos CD20 e bcl-2,
com CD10 negativo, configurando diagndstico de linfoma cutaneo difuso de grandes células B. Neste tipo
de linfoma, € rara a manifestagao cutanea primdiria, assim como a incidéncia ¢ menor em homens e a loca-
lizacao, mais comum em membros inferiores.
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INTRODUCTION

Lymphomas are neoplasms of the cutaneous disease when the diagnosis is made or even

lymphoreticular system and may originate from three
lineages of lymphoid cells: B, T and NK (natural
killer). They may originate from lymph nodes or from
extranodal sites and include Hodgkin and non
Hodgkin lymphomas being the last one the most
common'

Primary cutaneous lymphomas are defined as
lymphoid neoplasms that present themselves
clinically on the skin and that do not have extra
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after 6 months of it. They show considerable variation
in its clinical, histological, immunophenotypic
presentation and prognosis. Annual incidence of
primary cutaneous lymphomas in the USA is 1/ 100.00
inhabitantes, being 75% of T-cells, with predominance
of MF and its variants. They are more common in
men, after 45 years of age.

Primary cutaneous lymphomas of B cells
(CLBCQ) are less frequent than lymphomas of T cells.
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They represent approximately 20-25% of all primary
cutaneous lymphomas. From a dermatological point
of view they are characterized by few lesions, in
general showing nodules or infiltrations of relatively
fast growth, that are different from the T lymphomas
and have no itching. From a histopathological view
they are in general monomorphic (large or small cell
), and the infiltrate is separated from the epidermis by
a collagen band (Grenz zone ). Rare cases show
epidermotropism and are confused with Mycoises
fungoides °. Primary B-cells lymphomas have a better
prognosis than the secondary ones. Neoplastic B cells
express markers CD19, CD20 and CD79a. In the
immunocytomas and plasmocytomas the neoplastic
infiltrate and the cells are CD20 negative.’

Primary B-cell cutaneous lymphomas are
classified in 5 types , according to the WHO-EORTC
classification: marginal zone primary cutaneous B-cell
lymphoma; centrofolicular primary cutaneous
lymphoma, diffuse large B-cell primary cutaneous
lymphoma, leg type, large B-cell primary cutaneous
lymphoma, others that include the intravascular large
B-cell primary cutaneous lymphoma.” The diagnosis
is made by the clinical-pathologic correlation,
immunohistochemical findings and molecular biology
that complement the investigation.

The Diffuse large B-cell primary cutaneous
lymphoma corresponds to approximately 5-10% of
the B-cell cutaneous lymphomas, affecting more
frequently the lower limbs although they may also
affect other areas. It is predominant in the elderly
people, mainly females. Lesions can be single or
multiple and even grouped. It has been observed a
five-year survival rate in 36 to 100 % of the cases. The
expression of bcl-2, presence of multiple lesions and
involvement of the two upper limbs lead to a worse
prognosis.*

CASE REPORT

Male patient, aged 80, mullato, farmer, coming
from Quixeramobim-CE, sought medical assistance in
December, 2008 complaining of skin tumor. The
patient reported first the appearance of small papules
in the right axilla three months before that evolved
into tumor and that a month before had evolved into
painful ulceration He also reported loss of 9 kg,
hyporexia and adynamia. He denied rash or fever

Clinical examination showed ulcers of irregular
edges, reddish-violet infiltrates reaching cutaneous
and sub-cutaneous plans of the right axilla and
measuring 9,2cm x 7,7cm  (Figure 1).Neither
lymphadenopathy nor hepatosplenomegaly were
detected.

Exams  were
platelets=163.000;

held: hemoglobin=10,3;
VHS=78; Urea=24;
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FIGURE 1: Image of deep ulcer in the right axilla, with irregular
erythematous infiltrate borders

Creatinine=0,7; TGO=26; TGP=32; abdominal ultra
sound and chest CT without alterations.

The histopathological exam of the edge of the
lesion showed dense diffuse dermal infiltrate of
monotous cells medium sized, scant cytoplasm and
large and hyperchromatic nuclei, with distortions of
the natural architecture of the skin and destruction of

the cutaneous appendages and suggesting
lymphoproliferative disease. (Figure 2).
Complementary immunohistochemistry revealed

diffuse expression of CD20 antigens (Figure 3) and
bcl-2, with negativity for CD10, configuring diagnosis
of diffuse large B-cell primary cutaneous lymphoma.

DISCUSSION
In the last decade, studies have proved an

FIGURE 2: Image of the histopathological, HE enlarged 100x,
showing dense and diffuse dermal infiltrate of monomorphic cells
of average size
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FIGURE 3: Image of immunohistochemistry, showing positivity for
CD20 antigens, enlarged 400x for antos eritaumento 400x

increase in the incidence of non-Hodgkin lymphomas
in relation to the other subtypes of blood-dermal
neoplasms.

Cutaneous lymphomas may be primary or
secondary. Primary lymphoma is the one which is
exclusively cutaneous when diagnosed or even up to
six months after it had been diagnosed, as evidenced
in the case through physical and complementary
imaging exams. Despite being identical in
morphological appearance they have different clinical
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behaviors. The primary one presents a more indolent
history when compared to the secondary one, with
good prognosis.” It presents local recurrence in up to
68% of the cases and rare extracutaneous
dissemination, with an average rate of five-year
survival varying from 89 to 96 %.°

The presentation of the variant Diffuse large B-
cell non-Hodgkin lymphoma is rare as a primary
cutaneous manifestation. In this case, epidemiological
factors of interest were added to this fact, to quote:
sex (lower incidence in men), atypical location (more
commonly found in the lower limbs) and local
agressiveness.

Histopathological diagnosis is essential for the
correct characterization of the tumor and adequate
treatment. The immuno-histochemical exam is
fundamental and serves, initially, to differentiate
between  cutaneous neoplasms that are
morphologically similar to lymphoma, such as the
Merkel cell carcinoma and the small cells melanoma’,
and, later, to define the subtype of lymphoma.. It also
serves as an important tool to exclude systemic
lymphomas with secondary skin involvement.

The suggested therapeutic proposal was
chemotherapy using cycles of CHOP
(cyclophosfamide, hidroxidoxorubicina, Oncovin and
prednisone) every three weeks, adding a total of 8
cycles. a
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