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Abstract

Lymphomatoid papulosis (LyP) is a rare CD30" lymphoproliferative primary skin disease with
a benign clinical manifestations and malignant histopathology. Based on histopathology, LyP
is classified into five main subtypes: A through E. The present case report describes a 40-year-
old female who had waxing and waning papular skin lesions in her left buttock for more than a
year. She visited multiple dermatology physicians for one year without getting a definitive
diagnosis. She underwent a skin biopsy and immunohistochemistry study (IHC)and was
diagnosed with LyP subtype C. The patient was given topical corticosteroids and was put on a
“wait and watch” strategy. She was counselled in detail regarding her disease status and the
importance of clinical follow up in such conditions. After 6 months of follow-up, the disease
remains indolent. Our case emphasizes the importance of considering such rare disease entities
in differential diagnosis. It also emphasises the importance of proper patient counselling and

education in such rare diseases where data is sparse.

Keywords: Anaplastic large cell lymphoma, Lymphomatoid papulosis, lymphoproliferative
disorders, CD30+

Introduction

Among the cutaneous CD30+ lymphoproliferative disorders (LPDs), lymphomatoid papulosis (LyP) is a
rare, recurrent, self-healing papulonodular skin eruption. There is a lifelong increase in the incidence of
malignant lymphoma.[1] LyP belongs to a spectrum of CD30-positive cutaneous lymphoproliferative
diseases (CD30+LPDs), including primary cutaneous anaplastic large cell lymphoma (ALCL),
lymphomatoid papulosis, and borderline CD30+lesions according to the WHO classification.[2] Clinically,
the eruption exhibits a red-brown papulonodular appearance that may become necrotic and hemorrhagic.
Within two to twelve weeks, the lesions regress, leaving hypopigmented, hyperpigmented, or distinctive
atrophic scars.[3] The etiology of lymphomatoid papulosis is unknown. A viral etiology has been suggested.

There may be an interaction between CD30 and its ligand (CD30L) that triggers apoptosis of neoplastic T
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cells and the regression of the lesions, but the exact mechanism is still a unknown.[4] This case report
describes a 40-year-old female with multiple popular skin lesions in the left buttock area which was waxing
and waning in nature for a duration of more than a year. She was visiting multiple dermatology physicians
over time for getting diagnosed. In our case, we emphasize the importance of considering such rare disease

entities in differential diagnoses and further treatment options.

Case Report

A 40-year-old female patient presented to us with a history of waxing and waning skin lesions over a course
of a year. She initially noticed the lesion 14 months ago which was a red-brown papulonodular eruption
over the left buttock which became haemorrhagic and necrotic over the duration of a week. Following this,
she consulted a physician who started her on antifungal treatment. The lesion gradually resolved to leave
behind a residual hyperpigmented patch with central scarring. The lesion further flared up after a gap of two
months. Allergic etiology was initially considered, and corticosteroids and antiallergics were prescribed.
There were two more similar episodes of events over the duration of the next eight months for which she
received courses of antibiotics, emollients and antifungals. A diffuse hyperpigmented patch of 5 x 4 cm in
dimension with a single well-defined hyperpigmented macule centrally associated with scarring on the
surface of the left buttock. Perilesional scaling was also present (Fig 1).There was no mention of pruritis.
Mucous membranes, palms and soles were not affected. No enlarged lymph nodes in a local or distant
region. The history revealed no consistent systemic B symptoms. Among the differential diagnosis were
lymphomatoid papulosis, other cutaneous lymphomas, histiocytosis, sarcoidosis and cutaneous T cell

neoplasm.

A skin biopsy revealed an interstitial infiltration of atypical cells without epidermotropism in the dermis
and subcutaneous tissues. The tumour cells had ill-defined borders, moderate to abundant cytoplasm and
oval, elongated or cleaved nuclei with occasional nucleoli with pale to hyperchromatic chromatin. The
background consisted of some T cells and scattered small lymphocytes. (Fig 2) Immunohistochemistry, the
atypical cells showed positive staining for leukocyte common antigen (LCA), CD30, CD68, and CD4 (Fig
3,4) while negative for CD20, CD45, MPO, CD34, CD117, ALK, PAX-5, AND CK; Ki-67 — 70-80%. (Fig
5) The final diagnoses considered were Lymphamatoid Papulosis Type C or small cell variant of
ALCL.[5]A final diagnosis of LyP type C was made based on the waxing and waning course of the disease.

Further evaluations including a complete hemogram, chest radiograph, and ultra-sound of the abdomen
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which did not reveal any abnormality. After careful counselling, patient was asked to be in close observation

and steroid cream for local application. Patient was instructed to report she developed any of the following:
e Skin nodules or lesions that has not regressed over a three-month period.
e Enlarged lymph nodes in the neck, axillae, or groin.
o Fever

It is possible that the above signs and symptoms indicate the onset of an infection or an associated

malignancy.

After a follow-up of six months, the disease remains in control with no obvious clinical progression.
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Figure 04
Discussion

Clinically, lymphomatoid papulosis is characterized by waxing and waning popular or papulo-necrotic
eruptions. There may be lesions at different stages of evolution and regression. Individual lesions usually
last for 4-6 weeks, but the eruption persists indefinitely and may have a long duration. [6][6,7]The
histological findings are variable and one lesion may show overlapping features.[8]In lymphomatoid
papulosis, there are five classically recognized histopathologic subtypes: A, B, C, D, and E, based on the
predominant cell type and tropism. [7] Type A accounts for 75% of all cases and has been associated with
early relapse. Multiple subtypes are often seen in one histopathology section or in different biopsies taken
from the same patient, suggesting that these entities overlap. The histological findings are variable and one
lesion may show overlapping features.[8]Except for a few exceptions, there is no solid clinical pathological

correlation between LyP subtypes.[6,7]

The proliferating cells in LyP are typically CD3+, CD4+, CD25+, CD30+, (Ki-1), CD45RO+ and express
HLA-DR. The majority of CD30-negative cases are type B LyP (77% of cases), while some are type D LyP.
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Type D and E LyP mainly expresses CD8+.[9] This marker is also seen in many cases of LyP in children.

There is a variable expression of pan-T-cell antigens, althoughCD2, CD3, CD5 and CD7 are commonly
absent. Other positive markers that can be seen include cytotoxic molecules such as T-cell intracellular
antigen 1 (T1A-1), granzyme B and perforin. LyP biopsies show CD56 positivity in 10%; CD15 positivity

in 18%, and epithelial membrane antigen (EMA) negativity in most cases..[10-12]

Due to the benign nature of the disease and the lack of evidence that therapeutic interventions can change
the course of the disease or prevent a second neoplasm, active non-intervention or a ‘wait-and-see’ strategy
may be the best course of action.[7,13,14] For localized lesions, surgical excision or radiotherapy can be

considered while for disseminated disease phototherapy or methotrexate have been considered.[7,14]

Overall, LyP has good prognosis and disease follows a benign course. [7,15] Although it has a 10-year
disease-specific survival of almost 100%, approximately 20% of patients are at risk for developing a second
lymphoid neoplasm such as mycosis fungoides, primary cutaneous ALCL and Hodgkin lymphoma. These
associated malignancies may occur simultaneously, after or before onset of LyP. [13,15,16] To the best of
our knowledge, this is the first case report from India of a type C lymphomatoid papulosis. Limitations of

this study is short follow up period.

Conclusion

The lymphomatoid papulosis (LyP) is a rare chronic lymphoproliferative disorder characterized by recurrent
erythematous papules and nodules. As we demonstrate in our case, it is important to consider rare disease
entities when differentially diagnosing patients. In these rare diseases where there is a lack of data, it is also

crucial to provide proper patient counseling and education.
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