Letters to the Editor

Primary cutaneous diffuse large B
cell ymphoma, leg type

Sir,

Primary cutaneous diffuse large B-cell lymphoma,
leg type, is a non-Hodgkin lymphoma of intermediate
behavior.! The estimated 5-year survival according
to World Health Organization—-European Organization
for Research and Treatment of Cancer (WHO-EORTC)

classification is about 55%.1

A 78-year-old male presented with asymptomatic,
slowly enlarging nodular lesion since 1 year on the
left forearm. He had no history of night sweat, fever
or weight loss. Clinical examination revealed a large,
erythematous, shiny, non-tender, soft to firm nodule
of approximate size 6 cm X 5 cm on the anterio-lateral
aspect of the left forearm [Figure 1]. A few satellite
papules were noted in the vicinity of the nodule. There
was no significant lymphadenopathy. His systemic
examination and routine hemogram was normal.
Enzyme-linked immunosorbent assay (ELISA) test for
HIV was non-reactive.

Punch biopsy taken from the papules showed dense,
diffuse infiltration of abnormal large cells occupying
the entire dermis with extension to subcutaneous
tissue [Figure 2]. The infiltrate was mixed in nature
with predominance of centroblasts and immunoblasts
[Figure 3]. Immunohistochemical markers were
positive for CD20 [Figure 4], CD79a, Bcl-2, and negative
for Bcl-6. There was no systemic involvement on
ultrasonography and computerized tomography (CT)
scan. Bone marrow studies revealed no abnormality.
Thus, as there was no systemic involvement, a
diagnosis of primary cutaneous diffuse large B-cell
lymphoma (PCLBCL), leg type, was confirmed. As the
lesions were few in number, a surgical excision was
done. After a period of 7 months, he presented with
similar kind of new lesion involving the face, left knee
[Figure 5] and lateral part of left elbow. Once again,
he was thoroughly investigated for extracutaneous
involvement but it did not reveal anything.

Considering the recurrence and multiple lesions,
CHOP regimen consisting of cyclophosphamide,
hydroxydaunorubicin, oncovin and prednisolone was
started of which results are awaited.

Primary cutaneous B-cell lymphomas are now
considered as a distinctive entity with overall better
prognosis. Earlier, large B-cell lymphoma, leg type,
was amidst classification controversies. In EORTC
classification, it was designated as primary cutaneous
large B-cell lymphoma, leg type, while WHO classified
it as diffuse large B-cell lymphoma. The current WHO-
EORTC consensus classification (2005) considers two
different types of PCLBCL, viz., PCLBCL, leg type,
and PCLBCL others."? In recent few years, association
between hepatitis C virus infection and non-Hodgkin’s
diffuse large B-cell lymphoma has been documented
by many studies. Viguier et al. have documented such
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Figure 1: Large, lobulated, shiny erythematous nodule with few
satellite lesions on the forearm

(H and E, x400)

Figure 5: New lesion on right leg

association in primary cutaneous lymphoma.®! Also,
an association between Borrelia burgdorferi infection
and various types of cutaneous B-cell lymphomas
is noted in some studies. One case report mentions
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Figure 2: Dense and diffuse infiltrate in the entire dermis along
with extension to subcutaneous tissue (H and E, x25)

Figure 4: Positive staining for CD20 (a B-cell marker)

clinical remission following antibiotic therapy for
Borrelia in a case of multilesional primary cutaneous
large B-cell lymphoma.

PCLBCL, leg type, characteristically occurs in elderly
above 70 years of age as erythematous or brown-
colored plaques or nodules on legs with female
preponderance. However, there are a few reports
mentioning its occurrence also in males.! Though
in approximately 60-70% of cases it occurs on leg,
cutaneous involvement other than leg, affecting face,
trunk, neck and extremities has been reported. Rarely,
it may mimic chronic venous ulcer on leg. In our
case, lesion first appeared on the forearm, and when
recurrence occurred, leg was affected. Extracutaneous
involvement after a few years of the onset of disease
can occur. A case involving CNS has been reported.

Microscopically, PCLBCL shows diffuse infiltrate with
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predominance of centroblasts and immunoblasts.
B-cell markers like CD20 and CD79a are expressed by
neoplastic cells. Bcl-2 protein is positive in almost all
the cases.”) Some tumors may be positive for Bcl-6.
Primary cutaneous follicular center cell lymphoma
(PCFCL) with diffuse growth pattern may mimic
PCLBCL. Characteristically, PCFCLs do not express
Bcl-2 protein or show faint Bcl-2 staining in a minority
of tumor cells and unlike PCFCL, most PCLBCL, leg
types, express MUM-1/IRF4 protein.

Solitary or grouped lesions can be managed with
radiotherapy followed by surgical excision. For
multiple widespread lesions, systemic chemotherapy
is required. Rituximab (an anti-CD20 antibody), with
or without combination with CHOP regimen, has
been successfully used for treatment.! Liposomal
anthracycline is also effective. A single case report
has documented usefulness of intralesional interferon
alpha 2 in a patient.

EORTC classification considers PCLBCL, leg types, as
intermediate prognosis. Compared to other primary
cutaneous B-cell lymphomas like marginal zone or
follicular center cell, the prognosis of PCLBCL, leg
types, is worse. Relapse after treatment and spread
to extracutaneous sites are known to occur and are
common.
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