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ABSTRACT

A 45-year-old male presented with asymptomatic tumors all over the body. The tumors showed no signs of ulceration
or regression. There were generalized, nontender, firm to hard enlarged lymph nodes without hepatosplenomegaly.
Biopsy and immunophenotyping revealed CD 30" anaplastic primary cutaneous large cell lymphoma. Primary cutaneous
anaplastic large cell lymphoma is characterized by single or grouped reddish-brown tumor nodules, which frequently
tend to ulcerate. Secondary involvement of lymph nodes is seen in only 25%. The lesions responded dramatically to
chemotherapy, but recurred.
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INTRODUCTION

Anaplastic large cell lymphoma (ALCL) is a neoplastic
proliferation of lymphoid cells with highly
pleomorphic cytological features, often present in a
sinusoidal distribution and almost always expressing
the lymphocyte activation marker CD 30.!" It is rare,
representing about 2 to 5% of Non Hodgkin’s
lymphoma (NHL). There are two forms of ALCL,
systemic and primary cutaneous. We report a case of
primary cutaneous CD 30* ALCL presenting with
disseminated, large, skin tumors and generalized
lymphadenopathy mimicking a primary systemic
ALCL.

CASE REPORT

A 45-year-old male, a manual laborer, presented to

us with asymptomatic raised lesions all over the body
which were progressively increasing in size, number
and thickness for the past three months. The lesions
started on the right upper arm and gradually spread
to other areas. The lesions did not show signs of
regression or ulceration. There was no history of fever,
weight loss or night sweats.

Examination revealed a moderately built and
nourished, healthy man. He had bilateral cervical,
axillary and inguinal, firm to hard lymph nodes 2 x 2
cm to 3 x 2 cm in size. They were discrete, nontender
and mobile. There was no pallor or jaundice. The
patient had multiple, reddish-brown, firm to woody
hard, nontender plaques [Figure 1] varying in size
from 7 x 5 cm to 1 x 1 cm distributed bilaterally and
asymmetrically over the extremities and trunk. The
face and neck were relatively spared. Some of the
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plaques showed a central depression giving an
annular configuration to the lesions. The larger lesions
showed minimal scaling and a peau d’ orange
appearance. The skin overlying the lesions could not
be pinched. The peripheral nerves were not thickened.
There was no hepatosplenomegaly and the other
systems were within normal limits.

Investigations revealed a normal routine hemogram
and urine examination. Peripheral smear was normal.
Liver and renal function tests, serum calcium and
blood sugar were within normal limits and serum
ELISA for HIV was negative. Tissue smears showed
large cells with bilobed nuclei. These were
differentiated from Reed-Sternberg cells by the
absence of prominent nucleoli. A skin biopsy showed

Figure 1: Tumors on upper arm and trunk

Figure 2: (a) Diffuse dense monomorphic infiltrate of
lymphocytes with interstitial extension (H and E,
100x) (b) High power view of abnormal lymphocytes
(H and E, 400x)
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diffuse dense infiltrate of large lymphoid cells with
irregular folded nuclei and abundant cytoplasm. The
cytoplasm of adjacent cells abutted closely giving a
cohesive appearance [Figure 2]. Eosinophils were also
present. The collection of cells was clearly demarcated
from the epidermis.

Lymph node biopsy showed completely effaced
architecture and a diffuse population of immature
large lymphoid cells with convoluted nuclei and six
to eight mitoses per high power field [Figure 3].
Immunophenotyping showed CD 3 and CD 30
positivity, while CD 15 and CD 20 were negative
indicating a primary cutaneous origin. Bone marrow
examination and X-ray chest did not reveal any
obvious tumor infiltration. Ultrasound scan of liver,
spleen, kidney and para-aortic areas was normal. The
findings were confirmative of primary cutaneous
multifocal CD 30" anaplastic large cell lymphoma.
The patient was referred to the Oncology department
for further management.

Our patient was treated with the CHOP regime. All
the lesions subsided almost completely with a single
course of treatment. He was given five more courses
of chemotherapy, following which he was completely
free of symptoms. One month after completion of
chemotherapy, he presented with multiple plaques
on the face, trunk and limbs. They were identical to
the previous lesions, but were more numerous. The

Figure 3: Lymph node biopsy showing atypical lymphocytes
some of which are in mitosis (H and E, 400x)
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left axillary lymph nodes were enlarged. Biopsies from
the skin and lymph nodes showed the same
histopathological findings. A chest X-ray and
ultrasonogram of the abdomen showed no internal
organ involvement. He was put on IEP regime with
ifosfamide, etoposide and cisplatin in January 2006.
He has completed two courses of chemotherapy with
partial response.

DISCUSSION

NHL is a heterogeneous group of malignancies of the
lymphoid system, characterized by an abnormal clonal
proliferation of B cells (70%), T cells (30%) or both.?
The WHO classification categorizes ALCL under
mature T cell neoplasms.® The European Organization
for Research and Treatment of Cancer (EORTC)
classifies ALCL as an indolent T cell lymphoma."

Anaplastic large cell lymphoma can be CD 30* or CD
30. CD 30 is a member of the cell surface receptors
for tumor necrosis factor. It was originally identified
on Reed-Sternberg cells in Hodgkin’s disease. It is
induced by activation and is seen in cells around
lymph node follicle, HIV infected cells, embryonal
carcinoma and CD 30* lymphoma.

Irrespective of the morphology of the tumor cells
(anaplastic, immunoblastic or pleomorphic large cells)
the clinical presentation and behavior of ALCL are
identical. CD30* ALCL occurs mainly in adults with
male to female ratio of 1.5:1. It can occur primarily in
the skin or secondary cutaneous involvement can
occur from systemic type. Primary cutaneous type
presents with nodules and tumors with central
ulceration and may undergo spontaneous regression.
Systemic involvement is unusual. Secondary regional
lymphadenopathy is seen in only a quarter of cases
and is not necessarily associated with unfavorable
prognosis. Patients with CD 30" cutaneous large cell
lymphoma also present with a similar clinical picture
but lesions are more commonly widespread, with
poorer prognosis.

Prognosis is generally excellent for CD 30* primary
cutaneous ALCL. Although not extensively reported,
multifocal primary cutaneous ALCL tends to relapse
after systemic chemotherapy and is generally
considered more prone to progress to systemic
disease.”l For solitary and localized skin lesions,
radiotherapy is the preferred mode of treatment.
Successful treatment with PUVA in combination with
interferon has been reported. For more generalized
skin lesions or extra-cutaneous dissemination,
multiagent chemotherapy should be considered.
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