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A 29-year-old man presented to the dermatology clinic with 
a 1-year history of papular abscesses and crusts, alongside 
a 10-year history of generalized erythema and desquama-
tion. He had previously been diagnosed with “eczema” at 
an outside hospital and was treated with glucocorticoids and 
antihistamines. While these treatments provided temporary 
relief, his symptoms recurred following discontinuation, 
resulting in a fluctuating disease course. The patient had 
no history of syphilis or HIV/AIDS, and laboratory eva-
luations revealed normal liver and kidney function as well 
as a normal electrocardiogram.

On physical examination, extensive, ill-defined erythema 
was observed on the patient’s face, neck, and trunk (Fig. 1A). 
The erythematous regions exhibited scattered atrophic scars, 
some of which demonstrated heterochromia and significant 

surface desquamation. Additionally, scattered dark-red papu-
les, dark-brown nodules with areas of surface necrosis, and 
some black, oyster-like crusts were noted (Fig. 1B). Scattered 
brown blood blisters were also present on both hands (Fig. 
1C). Biopsies were obtained from a blood blister on the right 
hand and a nodule on the abdomen for histopathological 
examination and immunohistochemical analysis.

What is your diagnosis? 
1: Lichenoid pityriasis
2: Primary cutaneous anaplastic large cell lymphoma
3: Lymphoid papulosis type E with mycosis fungoides
4: Extranodal NK/T-cell lymphoma
See next page for answer. 

Fig. 1. Clinical image. (A) Clinical image showing 
extensive, ill-defined erythema on the patient’s face, 
neck, and trunk. (B) Scattered dark-red papules, 
dark-brown nodules with areas of surface necrosis, 
and some black, oyster-like crusts were noted. (C) 
Scattered brown blood blisters on both hands. (D) 
The improvement in the patient’s condition after 
3 weeks of medication.
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Diagnosis: Lymphoid papulosis type E with mycosis 
fungoides

Lymphomatoid papulosis type E (LyPE) is a self-limiting 
lymphoproliferative disorder characterized by CD30+ and 
CD8+ lymphoid cells, accompanied by destructive vascular 
infiltration and necrosis (1). Clinically, LyPE presents with 
papular nodules that often ulcerate and scar, typically re-
solving within several weeks. Mycosis fungoides (MF), the 
most common primary cutaneous T-cell lymphoma, is deri-
ved from CD4+ effectors and follows a slow disease course 
(2). Its clinical manifestation includes pruritic erythematous 
patches covered by scales, typically distributed in “swim-
suit” areas not exposed to sunlight, and often associated with 
telangiectasia (3). In cases where LyPE and MF co-occur, a 
combination of clinical benignity and histologic malignancy 
is observed, while the combination of immunohistochemical 
(CD30+) T cell cloning helps us differentiate the diagnosis 
from other dermatitis and lymphoma.

Microscopic examination revealed abnormal keratiniza-
tion, central necrosis, surface erosion, and dyskeratotic cells. 
Additional features included epidermal hyperplasia with 
mild oedema, nuclear hyperchromasia, basal cell degene-
ration, and dense lymphoid cell infiltration extending into 
the dermis (Fig. 2A). Pleomorphic T cells exhibit marked 
aggressiveness and destructive angiotropic growth, leading 
to vascular occlusion, thrombus formation, haemorrhage, 
extensive necrosis, and ulceration (Fig. 2B). Pathological 
sections demonstrated epidermotropism, with atypical 

lymphocytes infiltrating the epidermis. The infiltrating 
cells appeared slightly enlarged, showing the characteris-
tic structure of MF – Pautrier microabscesses (Fig. 2C). 
Immunohistochemistry identified cells positive for CD30 
(Fig. 3A), CD3, CD4 (Fig. 3B), CD56, CD7 and CD8 (Fig. 
3C), TIA-1, and Ki-67, and negative for EBV-encoded RNA 
(EBER). T-cell clonality assessment revealed a monoclonal 
rearrangement.

The differential diagnosis for this presentation includes 
primary cutaneous anaplastic large-cell lymphoma (PC-
ALCL), extranodal NK/T cell lymphoma (ENKTL), and 
lichenoid pityriasis. Diagnosis relies on a comprehensive 
assessment of clinical course, histopathology, and immu-
nohistochemical findings. PC-ALCL is a rare subtype of 
CD30+ T-cell non-Hodgkin lymphoma, manifesting clini-
cally as localized masses on the face, trunk, and limbs, 
with positive CD30 and negative CD8 expression. Given 
the overlapping histopathological, phenotypic, and genetic 
features of PC-ALCL and LyP, careful clinical differentia-
tion is required. PC-ALCL typically presents as ulcerative 
erythematous nodules, whereas LyP is marked by recurrent 
episodes of multiple papular nodular lesions that resolve 
spontaneously within weeks (4, 5). ENKTL is a rare, aggres-
sive subtype of non-Hodgkin’s lymphoma, histologically 
characterized by vascular destruction, coagulative necrosis, 
and associated with Epstein–Barr virus infection (6). While 
LyP also demonstrates vascular destruction, ENKTL’s 
aggressive clinical course and EBER positivity aid in dif-
ferentiation. The clinical features of LyPE can resemble 
those of pityriasis lichenoides, with spontaneous resolution 
of papules and evidence of lymphocytic vasculitis in the 
dermis on histopathology. Pityriasis lichenoides is more 
common in younger patients, has a shorter disease course, 
and lacks nodular lesions; CD30 is also not expressed his-
tologically. In this case, the distinctive histopathological 
findings – CD3, CD4, CD8, and CD30 positivity – along 

Fig. 2. Histopathological image. (A) Histopathology reveals dyskeratotic cells, epidermal hyperplasia with mild oedema, basal cell degeneration, and 
dense lymphoid cell infiltration extending into the dermis (H&E 40x). (B) Pleomorphic T-cells exhibit marked aggressiveness and destructive angiotropic 
growth, leading to vascular occlusion, thrombus formation, haemorrhage, extensive necrosis, and ulceration (H&E 200x). (C) The infiltrating cells appeared 
slightly enlarged, and Pautrier microabscesses were present (haematoxylin-eosin) (H&E 200x).

http://medicaljournalssweden.se/actadv
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with clinical manifestations and T-cell clonality, support a 
diagnosis of LyPE combined with MF.

LyPE belongs to CD30+ lymphoproliferative diseases; 
MF does not belong to CD30+ lymphoproliferative diseases, 
but can express CD30, especially in the case of large-cell 
transformation. CD30-induced apoptosis may lead to the 
self-regression seen in LyP lesions (2). Meanwhile, Viral 
CD30 binds with high affinity to the CD30 ligand and 
blocks its interaction with CD30. CD30 is co-expressed 
on CD4+ T cells that express T helper 2 (Th2) but not Th1 
cytokines (7), which may explain why it can be seen in the 
late stages of MF.

LyP and MF share a common monoclonal T-cell receptor 
gene rearrangement, suggesting a common origin between 
the clinicopathologies of the 2 diseases (8). That is, the 2 
diseases are different clinical manifestations of the same 
T-cell clone. Based on this, we consider the possibility of 
clinical disease based on LyPE based on existing MF risk 
genes. 

The current treatment regimen includes methotrexate 
tablets (15 mg/week), anti-inflammatory immune modula-
tion, and topical application of halometasone cream and 
allantoin cream. Regular follow-up visits were conducted 
post-treatment, and the patient’s condition showed signs of 
improvement (Fig. 1D).

To our knowledge, only 1 prior case of LyPE coexisting 
with MF has been reported (9). A recent large retrospective 
study has confirmed a biological link between LyP and MF 
(10), though type E has been less frequently documented. 
Our case provides references for future diagnosis and tre-
atment strategies for both diseases.
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Fig. 3. Results of immunohistochemical analysis. (A) Moderate CD30 positive (original magnification ×200). (B) Moderate CD4 positive (original 
magnification ×200). (C) Moderate CD8 positive (original magnification ×200).
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