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Abstract 
        Primary cutaneous anaplastic large cell lymphoma (PCALCL) is a rare T-cell lymphoma, 
characterised by anaplastic large cells that are usually ALK negative but have high expression 
of CD30 and presents as a solitary or grouped nodules. It is the second most common type 
of cutaneous T-cell lymphoma, usually skin-limited disease and most frequently affects the 
trunk, face and extremities. In about 10% of the patients, it involves the regional lymph nodes 
as extracutaneous dissemination. We presented a 52-year-old male with ulcerated skin tumour 
mass at dorsal aspect of left hand near the base of little thumb and one regional lymph node 
enlargement in left bicep muscle. Skin tumour mass showed diffuse lymphomatous infiltrate 
in the dermal portion containing cohesive sheets of neoplastic medium to large cells mixed 
with few inflammatory cells and histiocytes. There was no epidermotrophism. Tumour cells 
were positive for CD3, CD30, MUM1 and high Ki67 expression. Heterogenous expression of CD4 
and CD8 were noted. They were negative for CD20, CD5, EMA, TIA1, ALK and EBV/LMP1 
expression and it matched with primary cutaneous anaplastic large cell lymphoma. Regional 
lymph node shows the same morphology and the neoplastic large cells had strong expression 
of CD3 and CD30. 
 
Keywords: CD30 expression; immunophenotyping of lymphoma; primary cutaneous anaplastic 
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Introduction 
        Primary cutaneous anaplastic large cell lymphoma (PCALCL) is a rare T-cell lymphoma, 
characterised by anaplastic large cells that are usually ALK negative but have high expression 
of CD30 and presents as a solitary or grouped nodules(1). It is the second most common type 
of cutaneous T-cell lymphoma, usually skin-limited disease and most frequently affects the 
trunk, face and extremities. In about 10% of the patients, it involves the regional lymph nodes 
as extracutaneous dissemination(2). Histologically, the tumour lesions show a diffuse infiltrate 
containing large-sized T lymphocytes with the morphology of anaplastic cells with oval, round, 
or irregular nuclei, prominent eosinophilic nucleoli and abundant cytoplasm, but there is no 
epidermotrophism(3). PCALCL has no expression of anaplastic lymphoma kinase (ALK) and does 
not have gene rearrangements involving the ALK gene(4). The main differential diagnosis of 
PCALCL is lymphomatoid papulosis (LyP) because their morphologic and immunophenotypic 
features overlap significantly and as no biomarker to date has been found to reliably 
distinguish these entities. It is essential to correlate the pathologic findings with the clinical 
history. The clinical behaviour of LyP is characterised by recurrent and regressing crops of 
papules and nodules that aids the distinction from PCALCL(5). 
 

Case Report 
        We presented a 52-year-old male with ulcerated skin tumour mass (2.0 x 2.0 x 0.8 cm) 
at dorsal aspect of left hand near the base of little thumb (Figure 1A) and one regional lymph 
node enlargement in left bicep muscle. The patient noticed the small nodule underneath the 
left little thumb of the left hand. It was gradually increased within three months and became 
ulcerated on the surface. During the clinical course at three months, he noticed that there 
was enlargement of lymph node in the left bicep muscle. The patient denied presence of 
fever, weight loss or night sweats accompanying his ulcerated mass. Surgical excision of tumour 
mass and removal of lymph node were done due to suspicious nature of this ulcerating mass 
and the first pathological report was non-Hodgkin lymphoma (NHL) infiltration in skin and 
lymph node. 
        He subsequently presented to the Department of Clinical Haematology, Yangon General 
Hospital for further assessment and management. H&E slides were reviewed, and skin tumour 
mass showed diffuse lymphomatous infiltrate in the dermal portion containing cohesive 
sheets of neoplastic medium to large cells mixed with few inflammatory cells and histiocytes 
(Figure 2A). There was no epidermotropism. Anaplastic large tumour cells had oval, round or 
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irregular nuclei, prominent eosinophilic nucleoli and abundant cytoplasm (Figure 2B). Reactive 
lymphocytes were present in the edge of ulcer and periphery. 
 
 

         
 
Figure 1 A 2.0 x 2.0 x 1.0 cm of ulcerated mass was developed at the base of little finger of 
left hand (A). Healed lesion was present after 4th cycle of chemotherapy (B). 
 
 
        Based on morphology, immunohistochemical stainings of CD3, C20, CD30, EMA, CD4, 
CD5, CD8, ALK, TIA1, MUM1, Ki67 and EBV/LMP1 were done. Tumour cells were strongly 
positive for CD3 and CD30 (Figures 2C and 2D). They were also positive for MUM1 and High 
Ki67 expression. Heterogenous expression of CD4 and CD8 were noted. They were negative 
for CD20, CD5, EMA, TIA1, ALK and EBV/LMP1 and it matched with primary cutaneous 
anaplastic large cell lymphoma. Regional lymph node showed the same morphology and the 
large neoplastic cells had strong expression of CD3 and CD30 (Figure 3). 
        After the surgical excision and four cycles of chemotherapy (CHOP), the lesion became 
cured (Figure 1B). 
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Figure 2 PCALCL. The skin tissue microscopically revealed cohesive sheet of medium- to 
large-sized neoplastic lymphoid cells in the dermis without features of epidermotrophism (A). 
The infiltrating anaplastic tumour cells had abundant cytoplasm with oval, round, or irregular 
nuclei and prominent eosinophilic nucleoli (B). These large tumour cells yielded positive 
immunoexpression of CD3 (C) and CD30 (D). 
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Figure 3 Regional lymph node involvement by PCALCL. Lymphoid architecture was totally 
distorted and was involved with diffuse cohesive sheet of anaplastic large cells (A). The 
anaplastic large cells had moderate amount of eosinophilic cytoplasm with oval, round or 
irregular nuclei (B). These large tumour cells yielded positive immunoexpression of CD3 (C) 
and CD30 (D). 
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Discussion 
        According to the WHO 2017 revised 4th edition, primary cutaneous anaplastic large cell 
lymphoma (PCALCL) is the second most common type of cutaneous T-cell lymphoma, the 
median patient age is 60 years and male to female ratio is 2 – 3 : 1(2). It is composed of large 
cells with an anaplastic, pleomorphic or immunoblastic cytomorphology and more than 75% 
of the tumour cells express the CD30 antigen(2,3). Among the other type of peripheral T-cell 
lymphoma, the incidence of PCALCL is 1.7% and most patients present with solitary or 
localised nodules, papules or plaques(3). The lesions may persist many weeks to months and 
reach to several centimetres, and the nodules may ulcerate over time. They can regress in 
50% of patients. 20% of the patients may present with multifocal lesions. 10% of the patients 
will have extracutaneous dissemination(4,5). Regional lymph node involvement does not 
necessarily indicate the presence of systemic disease, as pathologic involvement of local 
nodes alone does not impact the prognosis in patients with PCALCL. Patients with involvement 
of regional lymph nodes and patients presenting with multifocal skin lesions have a prognosis 
like that of patients with only skin lesions(6). 
        Histologically, large CD30-positive tumour cells proliferate as diffuse cohesive sheets. 
There is no epidermotropism and if seen, it is particularity marked in cases of DUSP22-IRF4 
rearrangement(7). The tumour cells have anaplastic features, i.e. abundant cytoplasm, round, 
oval or irregular shaped nuclei and prominent eosinophilic nucleoli(8). 
        The differential diagnosis includes Lymphomatoid papulosis (LyP), cutaneous 
involvement of systemic anaplastic large cell lymphoma (ALCL) and transformed mycosis 
fungoides(9). LyP is a chronic, recurrent, self-healing skin disease compared to PCALCL(2,9). LyP 
is less commonly a solitary lesion. In contrast to LyP, most cases of PCALCL present as solitary 
lesions; however, generalised involvement of the skin may be seen(10). Therefore, the clinical 
appearance and course are critical for the definite diagnosis. Lesions in LyP are usually smaller 
(< 1 cm) and resolve spontaneously within a few weeks or months and have a waxing and 
waning clinical course(11). 
        In this case report, the patient was a 52-year-old male with ulcerated skin tumour mass 
more than one cm size. This presentation was compatible with the above-mentioned studies. 
The CD30-positive anaplastic tumour cells were mainly in the dermis and no epidermotropism 
as usual cases in other studies. Unlike systemic anaplastic large cell lymphoma, PCALCL does 
not express EMA or ALK protein(10,12). In our case, the tumour cells were positive for CD3, CD30, 
MUM1 and Ki67 but negative for EMA, ALK and other markers. This was good accordance with 
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the features of PCALCL. Patients with PCALCL should not have clinical history or evidence of 
mycosis fungoides. A diagnosis of mycosis fungoides with large cell transformation is likely 
whether tumour cells are CD30-positive or CD30-negative(13). The patient in our case report 
had neither clinical evidence nor clinical history of mycosis fungoides. He noticed that the 
solitary small tumour was developed, gradually increase in size up to 2.0 x 2.0 x 0.8 cm within 
three months. It also showed redness and became ulceration. Regional lymph node 
enlargement in left bicep muscle was noticed in three month of tumour development. The 
clinical course, histology and immunohistochemistry confirmed that this was involved by 
primary cutaneous anaplastic large cell lymphoma. Regional lymph node enlargement as an 
extracutaneous dissemination occurs in about 10% of patients(2,14). In our case, the patient 
developed the regional lymph node enlargement during three month of clinical course and 
its histology showed the same tumour cells of skin nodule. These cells strongly expressed 
CD3 and CD30. 
        PCALCL is an indolent disease and localised lesion can be treated with surgical excision 
and radiation(15). The multiple recurrence of lesions may warrant systemic therapy(5,15). Patients 
with widespread lesions may require multi-agent chemotherapy like CHOP(15). In our case, the 
patient had cutaneous lesion and regional lymph node enlargement, he got surgical excision 
and CHOP treatment. After 4th cycle of treatment, his lesion was cured. 
 

Conclusion 
        The real incidence of PCALCL in Myanmar is unknown because of lack of reported cases. 
This is the first report in Myanmar and highlights the importance of early diagnosis and proper 
management for the disease. The definite diagnosis was made by careful histopathological 
examination with immunohistochemistry. Most of the cases are skin limited but it needs close 
monitoring due to potential risk of extracutaneous spread. 
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