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Abstract

Primary Cutaneous Anaplastic Large Cell Lymphoma (PC-ALCL) is a CD30+ lymphoproliferative disease of the skin characterized by single or focal nodules or plaques 
that ulcerate over time. Diagnosis of PC-ALCL relies heavily on clinicopathological correlations because of the potential morphological, clinical, and molecular overlap with 
other cutaneous CD30+ LPDs. Histopathologic features include diffuse nonepidermotropic infi ltrates with an adherent layer of large undifferentiated CD30+ tumor cells.

The Exact incidence of PC-ALCL is not known partially because of the diffi  culty differentiating from the variety of CD30+ Lymphoproliferative disorders. Only a few 
cases are reported even from developed countries & reports from developing countries are lacking.

We present a possible case of primary cutaneous Anaplastic Large cell Lymphoma in a 20 years old Female patient who presented with a 2 months history of lateral 
neck swelling.
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Introduction

Skin lymphoma usually presents as either primary cutaneous 
lymphoma without the involvement of other organs or systemic 
lymphoma with metastasis to the skin. Primary cutaneous 
lymphoma (PCL) is a heterogeneous group of B- and T-cell 
non-Hodgkin lymphomas present in the skin without evidence 
of skin disease at the time of diagnosis [1]. PCL is the second 
most common group of extranodal non-Hodgkin lymphoma, 
with an estimated annual incidence of 1 in 100,000 in Western 
countries [1], although reports from developing countries are 
limited. A report from Isfahan Province, Iran confi rmed a 
total of 99 PCL cases over a 10-year period [2]. Primary T-cell 
lymphomas are a variety of cutaneous lymphomas of T-cell and 
NK-cell origin that primarily involve the skin without dermal 
involvement at initial presentation [1]. Primary cutaneous 
B-cell lymphoma (PCTCL) accounts for 4% of all NHLs and 

75% - 80% of total PCLs, while primary cutaneous B-cell 
lymphomas account for about 20% - 25% of primary cutaneous 
lymphomas [3,4]. PCTCL has a 2:1 male predominance, 
and its incidence increases with age, with the mean age at 
diagnosis being 50 - 60 years [4]. Among PCTCLs, mycosis 
fungicide and primary cutaneous CD30+ lymphoproliferative 
disease-account for approximately 90% of PCTCLs [4].
According to 2016 WHO revision of the classifi cation of 
lymphomas, CD30+ lymphoproliferative disease is the second 
most common type of PCTCL. These disorders are a wide 
range of Tell CD30+ disorders, ranging from more benign 
papillomatous lymphoma to primary non-cutaneous large cell 
lymphoma [5]. The exact incidence of PC-ALCL is not known 
in part because it is diffi cult to distinguish it from the CD30+ 
variant lymphoproliferative disorder. After all, only a few cases 
have been reported even in developed countries and there is 
a lack of reporting from developing countries [6]. We present 
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a possible case of primary cutaneous Anaplastic Large cell 
Lymphoma in a 20 years old Female patient who presented 
with a 2 months history of lateral neck swelling.

Case presentation 

A 20 years old female presented with Right Neck swelling 
of 2 months duration, the swelling was small initially which 
progressively increased in size after 2 weeks, and the swelling 
became ulcerated & started to drain whitish discharge. Two 
weeks prior to her presentation to the hospital she started to 
have diffi culty swallowing, shortness of breath & dry cough. 
5 years back she had similar swelling, for which Biopsy was 
taken which show High-Grade non-Hodgkin’s lymphoma, but 
the swelling subsided without any treatment within a period of 
2 months; otherwise, she has no swelling on the left side of the 
neck, axilla, groin or abdomen. 

On Examination she was febrile with a Temperature record 
of 38.5Oc & have a 10 × 6 cm fungating mass over the right 
supraclavicular area with whitish discharge (Figure 1). At the 
presentation, an Imaging & Biopsy of the mass was done. Head 
& neck CT scan showed Lobulated Homogenously Enhancing 
Right lower cervical mass likely lymphoma. 

Biopsy from the supraclavicular mass was performed 
& was revised by an experienced hematopathologist; it 
shows a hemorrhagic background with discohesive sheets 
of Intermediate to large cells showing atypical nuclei, some 
horseshoe-shaped with frequent multinucleated & abundant 
bluish vacuolated cytoplasm with heterogeneous lymphoid 
cells in the background with frequent Mitosis & the pathologic 
diagnosis of Anaplastic Large Cell Lymphoma was made. With 
the Working diagnosis of Anaplastic Large Cell Lymphoma, 
The patient was further worked up to exclude any systemic 
involvement of the Lymphoma & to differentiate whether 
the patient has Primary Cutaneous Anaplastic Large Cell 
Lymphoma or systemic Anaplastic Large Cell Lymphoma with 
secondary skin Involvement, for which CT scan of the Chest & 
Abdomen was done & it was found out to be Normal, so the Final 
working diagnosis of Primary Cutaneous Anaplastic Large Cell 
Lymphoma was made. Immunohistochemistry was planned 
but was not possible because the Immunohistochemistry 
service is not available in the country & the biopsy sample has 
to be transported abroad for Immunohistochemistry for which 
the patient has fi nancial constraints.

Course in the hospital

The patient was admitted with the working diagnosis of 
Primary Cutaneous Anaplastic Large Cell Lymphoma with 
super Infection; she was started on Dexamethasone 8mg IV TID 
to relieve the obstructive symptoms & was put on Ceftriaxone, 
& Metronidazole to treat the super Infection. After seven days 
of steroid & Antibiotics treatment, the patient was fever-free, 
whitish discharges cleared, the size of the mass signifi cantly 
reduced (Figure 2 ) & the obstructive symptoms disappeared. 
After treatment of the bacterial superinfection, it was planned 
to treat her with Radiotherapy but was not possible because of 
technical diffi culties then the patient was started on weekly 

Methotrexate 7.5 mg PO Bid with Folic acid 5 mg daily, and the 
patient was appointed for further follow-up.

Discussion

PC- ALCL is a rare type of indolent cutaneous lymphoma 
characterized by CD30+ atypical lymphocytes in the skin [7]. 
Its prevalence is unknown but it accounts for approximately 
9% of cutaneous lymphomas. The male/female ratio is 3:2 
[7]. PCALCL generally occurs in adults with a median age at 
diagnosis of 61 and occurs rarely in children and adolescents 
[8].

In either a localized or multifocal distribution, PC-ALCL 
typically manifests as large, solitary, or multiple slow-growing 
erythematous skin plaques, nodules, or tumors. In 10% of 
cases, it extends beyond the skin to the lymph nodes and 
presents as a painless swelling, particularly in the neck, armpit, 
or groin. These lesions may become ulcerated and/or itchy. It 
may also encompass extranodal locations, though unusual. 
Loss of appetite, weight loss, and night sweats are common 
general symptoms that are typically present in instances with 
extracutaneous involvement [9,10].

Histologically dense dermal infi ltrate that typically does 
not involve the epidermis can be seen. The infi ltrate is made 
up of continuous sheets of large CD30+ tumor cells that share 

Figure 1: Right supraclavicular Fungating mass.

Figure 2: Supraclavicular mass -7 days after Steroid & Antibiotics.
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similarities with systemic ALCL in terms of their morphology 
with the typical fi nding of big cells with abundant, pale, 
eosinophilic cytoplasm and round or pleomorphic horseshoe-
shaped nuclei with prominent nucleoli.

In the periphery of the tumor cells, reactive lymphocytes, 
histiocytes, eosinophils, and neutrophils are frequently 
found, and in ulcerating lesions, epidermal hyperplasia may 
be noticeable [11]. Immunohistochemistry is required for a 
conclusive diagnosis, and at least 75% of tumor cells express 
CD30 in addition to the majority of cases expressing CD4 and 
varying loss of CD2, CD3 and CD5. Cutaneous Lymphocyte 
Antigen (CLA) is present in the majority of instances, although, 
unlike systemic ALCL, they do not express Epithelial Membrane 
Antigen (EMA) and Anaplastic Lymphoma Kinase (ALK) [12].

Lymphomatoid papulosis (LyP), systemic ALCL, altered 
mycosis fungoides, and reactive lymphoid hyperplasias are 
among the differential diagnoses [1]. PCALCL and LyP appear 
to be related morphologically and immunohistochemically. 
Consequently, it is crucial to correlate pathology fi ndings to 
clinical history [12]. 

As opposed to PCALC, LyP is a recurrent, self-healing 
disorder marked by self-limiting papulonodular skin eruptions 
[13].

Depending on the size of the lesion, several treatments 
are used for PC-ALCL. If the lesion is isolated or restricted to 
a single location, excision and/or radiation therapy are used. 
Chemotherapy with methotrexate, systemic retinoid, and 
anti-CD30 monoclonal antibody brenituximab vedotin can be 
utilized if lesions are spread in numerous areas of the body 
[14].

With a 90% fi ve-year survival rate, the prognosis is 
generally favorable. Spontaneous regression is seen in 25% of 
instances. In 30% of instances, relapses develop in the absence 
of extracutaneous spread [7].

Although confi rmatory immunohistochemistry was not 
performed to defi nitively confi rm the diagnosis, our case is a 
potential instance of recurrent anaplastic large cell lymphoma 
in a young female patient with a typical histopathological 
description of cutaneous anaplastic large cell lymphoma. 
Since she has a similar clinical presentation which subsided by 
itself & with biopsy description of high-grade lymphoma, it is 
evidence of recurrent disease.

In conclusion, a diagnosis of Primary Cutaneous Anaplastic 
Large Cell Lymphoma needs to be considered, regardless of 
the age in patients who presented with recurrent soft tissue 
mass with typical histopathologic fi ndings of cutaneous 
Anaplastic Large cell Lymphoma & if possible the biopsy 
tissue should be subjected to histopathologic evaluation and 
immunohistochemistry for defi nitive diagnosis.
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