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Introduction 
Lymphomatoid papulosis (LyP) is a cutaneous CD30-
positive lymphoproliferative disorder characterized 
by recurrent crops of red-brown ulceronecrotic 

papules or nodules of variable size [1,2]. The number 
of lesions may range from a single lesion to over a 
hundred lesions that typically cover the trunk and 
extremities [3,4]. In more rare cases, lesions can have 
a more segmental and localized distribution 
including the face [5-7]. Several unusual clinical 
variants were described including pustular, bullous, 
follicular, and mucosal [8-11]. Between 10-20% of 
cases of lymphomatoid papulosis are associated 
with concurrent or subsequent development of 
lymphomas such as mycosis fungoides (MF), CD30-
positive anaplastic large cell lymphoma (ALCL), or 
Hodgkin lymphoma [12]. Classically, six different 
histopathologic subtypes (A, B, C, D, E and LyP with 
DUSP22-IRF4 rearrangement) have been recognized 
and classified by the WHO [13]. Type A is the 
predominant histopathologic type that is present in 
about 80% of cases. Overlapping cases with more 
than one subtype in a single case have also been 
reported [14]. Less common variants such as 
folliculotropic (F subtype), [15,16], syringotropic, 
spindle cell, angioinvasive, pseudoepitheliomatous, 
intralymphatic, and granulomatous eccrinotropic 
[17-22] are not yet listed in the official WHO 
classification. Unfortunately, there is no established 
correlation between histopathologic subtypes and 
clinical presentation, apart from type E which 
includes eschar-like necrosis [2,23]. 

 

Case Synopsis 
A 51-year-old man presented with recurring, necrotic 
papules for 6 years. The papules initially erupted on 
the neck but progressed over the years to involve the  

Abstract 
Lymphomatoid papulosis is a chronic CD30-positive 
cutaneous lymphoproliferative disorder that is 
characterized by recurring red-brown necrotic 
papules. It exhibits a wide spectrum of 
histopathologic findings and is often associated with 
cutaneous T-cell lymphomas. Six different 
histological subtypes have been classified by the 
WHO, but there is limited understanding regarding 
rare histopathologic variants. We describe a 51-year-
old man who presented with recurring, necrotic 
papules for 6 years that progressed to involve the 
face, scalp, trunk, axilla, and scrotum. Histopathology 
demonstrated sarcoidal granulomas, along with a 
CD30-positive T cell infiltrate which demonstrated 
clonality by T cell receptor gamma gene 
rearrangement. A diagnosis of lymphomatoid 
papulosis associated with granulomas was 
established based on the clinical and histopathologic 
presentation. The clinical understanding of 
granulomatous lymphomatoid papulosis is limited in 
the available literature and more awareness of this 
histopathologic variant is required for accurate 
classification of this disorder. 
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face, scalp, trunk, axilla, and scrotum. The papules 
would heal spontaneously in several weeks. The 
lesions were pruritic, affecting activities of daily 
living and causing emotional distress. Previous 
clinical diagnoses included hidradenitis suppurativa, 
lichen planus, and neurotic excoriations. Therapy 
with topical corticosteroids, prednisone, 
adalimumab, and antihistamines was ineffective. He 
reported improvement with methotrexate and 
minocycline for suspected hidradenitis suppurativa, 
but the treatment was discontinued due to blue 
discoloration. The patient presented with an acute 
flare of widespread papulonecrotic papules 
involving the neck, scalp, trunk (Figure 1) abdomen, 
and scrotum. He reported minor weight loss but 
denied all other systemic symptoms. Histopathology 
demonstrated an eroded epidermis and dermal 
necrosis [Figure 2A] with surrounding multiple non-
necrotizing, sarcoidal granulomas (Figure 2B). 
Granulomas consisted mostly of larger cells, some 
with abundant cytoplasm and some with irregular 
nuclei, admixed with few smaller cells with sparse 

cytoplasm (Figure 2C). Immunohistochemical 
staining demonstrated that a majority of cells 
forming granulomas (large and small cells) were 
CD3-positive T cells (Figure 3A) of which the 
majority were CD4 positive and CD8 and CD7 
negative. About a half of the larger CD3 positive T 
cells demonstrated CD30-positive membrane 
staining (Figure 3B). Larger cells that were CD3 
negative were CD68 positive histiocytes (Figure 3C). 
There was no evidence of epidermal lymphocyte 
exocytosis. Special stains for infectious organisms, 
including Ziehl-Neelsen and Grocott methenamine 
silver, were negative. A T cell receptor gamma gene 
rearrangement study by polymerase chain reaction 
showed monoclonality. After a review of the clinical 
history and molecular study, a diagnosis of 
granulomatous lymphomatoid papulosis was made. 
The patient was restarted on methotrexate 20mg 
weekly and sarecycline 150mg daily and rapid 
improvement was noted. The patient was also 
referred to the oncology department for systemic 
evaluation. 

Figure 2. H&E histopathology images demonstrate A) ulcerated shave biopsy with dermal necrosis, 40×; B) multiple dermal sarcoidal 
granulomas, 200×; C) granuloma consisting of large epithelioid cells admixed with some smaller lymphocytes, 400×. 

Figure 1. Clinical images. Papulonecrotic papules involving A) neck, B) scalp, and C) trunk. 

B A C

BA C
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Case Discussion 
The presence of cutaneous granulomas raises a 
broad spectrum of clinical possibilities including a 
variety of infectious disorders, numerous 
inflammatory disorders, foreign body reactions, and 
rarely, lymphoproliferative disorders [24]. Although 
histopathological findings can be quite specific in 
instances of granuloma annulare, necrobiosis 
lipoidica, or foreign body granuloma, special stains 
may be required for cases involving infection. In 
sarcoidosis, rosacea, or cutaneous Crohn disease, 
clinical correlation is vital [24]. 

Cutaneous granulomatous lymphoproliferative 
disorders are uncommon compared to other non-
malignant cutaneous granulomatous disorders. The 
granulomatous variant of MF is well described. 
Granulomas are less commonly observed in Sezary 
syndrome, CD30-positive lymphoproliferative 
disorders, subcutaneous panniculitis-like T-cell 
lymphoma, primary cutaneous B-cell lymphoma, and 
Epstein-Barr virus-associated B-cell lymphomatoid 
granulomatosis [24-28]. 

The granulomatous variant of mycosis fungoides 
was the major entity in the differential diagnosis for 
our patient. Similar to the case presented here, about 
half of described cases of granulomatous MF do not 
show epidermotropism [25]. In addition, the majority 
of cases of granulomatous mycosis fungoides 
contain granulomas with a sarcoidal appearance that 
are associated with T cells that are CD3 and CD4 
positive and CD8 negative [25]. However, the 
abundance of CD30-positive large cells present in 
the case presented is not typical of granulomatous 

MF except in cases with large cell transformation 
[25,28]. The major difference between 
granulomatous lymphomatoid papulosis and 
granulomatous MF is in the clinical presentation. 
Granulomatous MF presents with longstanding 
patches and plaques, without resolution and 
recurrence. In contrast, the patient presented here 
had a several-year history of recurrent crops of 
papules that resolved over several weeks, typical of 
lymphomatoid papulosis. The patient also 
responded well to methotrexate therapy. 

Lymphomatoid papulosis associated with 
granulomas is very rare, with only two prior reports 
in the literature. The granulomas described in both 
prior reports were prominently associated with 
eccrine and vascular structures, unlike the case 
presented here. In contrast to previously reported 
patients in which granulomas were observed within 
a mixed infiltrate of eosinophils, neutrophils, and 
small cytologically bland lymphocytes, the 
granulomas in this case were sarcoidal mostly made 
of large epitheliod cells. Therefore, the preferred 
designation in this case is granulomatous 
lymphomatoid papulosis. Further understanding of 
the histopathologic variants of this rare condition, 
will permit accurate differentiation of lymphomatoid 
papulosis subtypes. 

 

Conclusion 
We report a case of lymphomatoid papulosis with 
sarcoidal granulomas. Although rare syringotropic 
granulomatous cases of lymphomatoid papulosis  

Figure 3. Immunohistopathology images (400×): A) CD3 outlines T cell lymphocytes; B) CD30 stains large atypical cells; C) CD68 detects 
scattered histiocytes. 

B A C
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have been reported, to the best of our knowledge 
this is the first case described that exhibits a sarcoidal 
granulomatous infiltrate without eccrine 
involvement. 
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