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AB STR ACT  

Lymphomatoid papulosis (LyP) is a rare cutaneous disorder, most commonly observed in adults, and its occurrence in 

the pediatric population is exceedingly rare. We present the case of an 6-year-old male patient who exhibited clinical 

and histopathological features consistent with LyP. The patient presented with multiple erythematous papules on the 

trunk and extremities, which were accompanied by mild pruritus. The lesions intermittently appeared, disappeared, and 

changed in morphology. No lymphadenopathy or systemic symptoms were noted. The histopathological examination 

revealed a dense infiltrate of atypical lymphocytes with cerebriform nuclei in the dermis. Immunohistochemical analysis 

confirmed CD30 expression in the infiltrating cells, supporting the diagnosis of LyP. 

Topical corticosteroids were administered to alleviate pruritus and inflammation, although only minimal symptomatic 

relief was achieved. The beneficial effects of narrowband ultraviolet B (UVB) 311 phototherapy were observed for 

a duration of four months. Nevertheless, following the cessation of treatment, the reappearance of both the nodular 

lesions and smaller papular lesions was observed. Consequently, a therapeutic regimen consisting of the administration 

of methotrexate at a dosage of 10 mg once per week was initiated. 

The treatment of LyP varies depending on the severity of the lesions and the patient’s symptoms, treatment decisions 

need to be carefully weighed due to the relatively benign nature of the disease. 

The diagnosis of LyP in pediatric patients is challenging because of its rarity and potential confusion with malignant 

lymphomas. Histopathology and immunohistochemistry play a pivotal role in distinguishing LyP from more aggressive 

entities. 
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STR E SZCZ ENI E  

Lymphomatoid papulosis (LyP) jest rzadką chorobą skóry, najczęściej obserwowaną u dorosłych, a jej występowanie  

w populacji pediatrycznej jest niezwykle rzadkie. W pracy przedstawiono przypadek 6-letniego dziecka płci męskiej,  

u którego stwierdzono cechy kliniczne i histopatologiczne zgodne z rozpoznaniem LyP. Na skórze pacjenta obserwo-

wano liczne rumieniowe grudki zlokalizowane na tułowiu i kończynach, a towarzyszył im łagodny świąd. Zmiany choro-

bowe pojawiały się nawrotowo, następnie ustępowały i zmieniały morfologię. W badaniu przedmiotowym nie stwier-

dzono limfadenopatii ani objawów ogólnoustrojowych. W badaniu histopatologicznym w skórze właściwej stwierdzono 

gęsty naciek limfocytów atypowych z hiperchromatycznymi i nieregularnymi jądrami komórkowymi. Analiza immuno-

histochemiczna potwierdziła ekspresję CD30 w naciekających komórkach, co potwierdza rozpoznanie LyP.  

W celu złagodzenia świądu i stanu zapalnego podawano miejscowo glikokortykosteroidy, chociaż uzyskano jedynie 

minimalne złagodzenie objawów. Korzystne efekty fototerapii wąskopasmowej UVB 311 obserwowano przez cztery 

miesiące. Niemniej jednak po zaprzestaniu leczenia zaobserwowano ponowne pojawienie się zarówno zmian guz-

kowych, jak i mniejszych zmian grudkowych. W związku z tym rozpoczęto schemat terapeutyczny polegający na poda-

waniu metotreksatu w dawce 10 mg raz na tydzień.  

Leczenie LyP różni się zależnie od ciężkości zmian i objawów u pacjenta. Decyzje dotyczące leczenia należy dokładnie 

rozważyć ze względu na stosunkowo łagodny charakter choroby.  

Rozpoznanie LyP u dzieci i młodzieży stanowi wyzwanie ze względu na rzadkość występowania choroby i możliwość 

błędnego rozpoznania tej jednostki chorobowej z chłoniakami złośliwymi. Histopatologia i immunohistochemia 

odgrywają kluczową rolę w odróżnianiu LyP od bardziej agresywnych jednostek chorobowych. 

SŁOW A KL UCZOWE  

lymphomatoid papulosis, choroby limfoproliferacyjne z komórek CD30+, fototerapia, immunohistochemia, metotreksat 

CASE RAPORT  

A male child aged 6 years was sent to our facility for 

additional medical intervention. The patient exhibited  

a medical condition characterized by the occurrence of 

papulonecrotic papules and nodules in various regions 

of the body. These skin lesions cleared spontaneously 

over a period of 4 months, resulting in the formation of 

atrophic scarring and dyspigmentation. During the 

physical examination, several raised dome-shaped 

nodules and papules with a reddish hue and a shiny, 

smooth surface were observed on multiple regions of 

the body, encompassing the trunk, upper and lower 

limbs, neck, and genital area, accompanied by a limited 

number of brownish macules. A few components of 

these lesions exhibited necrosis, ulceration, and the 

existence of black crusts at the core, accompanied by 

white scales on the outside layer. The observation of 

atrophic scars with diverse sizes and colors suggested 

the manifestation of prior lesions (Figure 1 and Figure 

2). No involvement of the palms, soles or mucous 

membranes was noted. The patient’s medical 

background encompassed a history of asthma, allergic 

rhinitis, as well as previous procedures of surgical 

repair of an atrial septal defect (ASD II). There was an 

absence of any documented instances of nocturnal 

sweating, elevated body temperature, or itching. The 

individual’s immunizations were current. Upon 

conducting a physical examination, it was observed that 

the youngster exhibited a state of good health, with no 

signs of visceromegaly or lymphadenopathy. 

 

Fig. 1. Lymphomatoid papulosis type presenting as multiple reddish 
papules noted on patient’s extremities and trunk. 

 

 

Fig. 2. Right flank and lateral thighs showing distribution of papules 
with residual atrophic scarring. 
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Consequently, the original diagnosis of this illness was 

pityriasis lichenoides et varioliformis acuta (PLEVA). 

The prescribed treatment for the patient consisted of an 

antibiotic, specifically azithromycin, administered 

orally at a dosage of 250 mg once daily for a duration 

of one week. Additionally, a corticosteroid cream was 

prescribed to be applied twice daily for a period of two 

weeks. However, there was no observed improvement 

during the follow-up after two weeks. There were no 

additional atypical findings in the laboratory results, 

including serology tests for cytomegalovirus (CMV), 

Epstein-Barr virus (EBV), hepatitis B virus (HBV), 

hepatitis C virus (HCV), human immunodeficiency 

virus (HIV),  Mycoplasma pneumoniae, Chlamydia 

pneumoniae, the QuantiFERON test, RF, immunoglo-

bulin A (IgA), immunoglobulin G (IgG), immunoglo-

bulin M (IgM), complement component 3 (C3), 

complement component 4 (C4), anti-nuclear antibodies 

(ANAs), and the extractable nuclear antigen test  

(ENA Screen), results were within normal ranges. 

Additionally, a histopathological and immunohistoche-

mical study was conducted. A 4-mm punch biopsy 

specimen of lesioned skin revealed the presence of 

necrotic keratinocytes within the epidermis, as well as 

a concentrated infiltration of lymphohistiocytic cells in 

the mid-dermal and deep dermal layers surrounding the 

blood vessels and within the interstitial spaces.  

The cells exhibited an immunophenotype distinguished 

by the expression of CD3 and CD30. In contrast, the 

lymphocytes exhibited a lack of expression for CD8, 

activin receptor-like kinase 1 (ALK-1), and CD15. The 

diagnosis of LyP was made.  

The effectiveness of narrowband ultraviolet B (UVB) 

phototherapy was observed for a period of four months. 

Nevertheless, upon discontinuation, both the nodular 

lesions and smaller papular lesions reappeared. We did 

not decide to use psoralen with ultraviolet A (PUVA) 

therapy on the patient because oral psoralen is generally 

not preferred in children younger than 12 years of age 

due to the potential side effects, including nausea, 

vomiting, cataracts and ocular toxicity, in addition to 

phototoxic reactions. As a result, a treatment plan 

involving the administration of methotrexate 10 mg 

once a week was commenced. 

This combined approach led to amelioration of the 

pruritus symptoms and the achievement of disease 

remission. At present, the patient is under frequent 

observation at our department, exhibiting a stable 

clinical condition and no indications of malignant 

progression, as observed over a period of 4 months 

since the original presentation. 

There were no more ulcerative nodules observed. 

Nonetheless, throughout the subsequent follow-up 

period, tiny papules emerged and healed 

spontaneously.  

DISCUSSION  

Epidemiology 

LyP is a chronic papulonodular dermatitis that exhibits 

a tendency for recurrence. This particular disease 

typically exhibits a benign progression, despite its 

classification as one of the CD30-positive cutaneous 

lymphoproliferative disorders and malignancies.  

It is characterized by malignant histopathologic 

characteristics, including the presence of large atypical 

CD30 lymphoid cells [1]. 

The prevalence of LyP is estimated to be between 1.2 

and 1.9 cases per 1,000,000 individuals, with a higher 

occurrence observed among males. In two retrospective 

studies of 118 and 180 patients, respectively, men were 

slightly more commonly affected than women (69.49% 

vs. 56.7 %) [2,3]. The occurrence of this condition is 

possible at any stage of life, but it is relatively 

uncommon during childhood, its peak incidence is in 

the 4th and 5th decade [4]. The specific cause of 

lymphoproliferation, which triggers an abnormal 

increase in lymphocytes, remains unknown. The 

pathogenesis of lymphomas is commonly hypothesized 

to involve the persistent stimulation of a single 

lymphocyte or lymphocyte clone by a persistent 

antigen, such as a viral antigen. This continuous 

stimulation can lead to the accumulation of mutations 

and subsequent uncontrolled proliferation, ultimately 

resulting in the development of a neoplasm [5,6]. 

Several researchers have suggested potential viral 

origins such as human T-lymphotropic virus type 1 

(HTLV-1), herpesvirus, and endogenous retroviruses 

[7,8]. However, comprehensive research has thus far 

been unable to substantiate this correlation 

[9,10,11,12]. The increase in the size of lesions could 

potentially be linked to genetic mutations affecting the 

growth inhibitory function of the transforming growth 

factor-b type I receptor in CD30-positive tumor cells 

[13]. Additional factors that have been linked in the 

proliferation of cells include environmental stimuli like 

as radiation, as well as pharmaceutical agents including 

fingolimod, infliximab, adalimumab, and efalizumab 

[14,15,16,17,18,19,20]. Research studies have 

explored the phenomenon of spontaneous regression in 

LyP and have focused on the interaction between CD30 

and its ligand. These studies have observed that healing 

lesions exhibit a noteworthy upregulation of ligand 

expression in comparison to non-healing lesions [21]. 

LyP is distinguished by a diverse range of clinical 

manifestations, comprising erythema, papules, 

pustules, vesicles, plaques, nodules, and ulcers.  

The primary feature of LyP is the presence of papules 

and nodules on the skin. These lesions are usually  
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raised, dome-shaped, with a red or reddish-brown hue 

and can vary in size from a few millimeters to several 

centimeters [3,4,22,23,24]. These papules can occur 

individually, in clusters, or across the body. As the 

lesions progress, they have the potential to evolve into 

larger nodules and plaques, generally with a maximum 

diameter not exceeding 1–2 cm [25]. LyP predo-

minantly manifests on the extremities and trunk, 

segmental or localized presentation, which may include 

acral and facial involvement, observed in rare cases 

[22,23,24]. There have been a limited number of 

studies documenting instances of oral or vaginal 

involvement [4,22]. Roughly 40–55% of patients report 

pruritus [4]. In addition to the abovementioned classical 

form, there are less prevalent morphological forms of 

LyP, such as vesicular, plaque-type eczematoid, and 

ulcerative presentations [25,26,27]. LyP is generally 

considered a benign disorder, with a relapsing- 

-remitting course. Most cases exhibit self-healing skin 

lesions without systemic involvement [28]. 

Nevertheless, a small proportion of cases can progress 

to more aggressive lymphomas. 

Histopathology is a crucial diagnostic tool in evaluating 

skin lesions and confirming the diagnosis of LyP. One 

of the defining features of LyP is the presence of an 

atypical lymphocytic infiltrate in the dermis. 

The 2016 World Health Organization classification of 

cutaneous lymphomas distinguishes LyP types A 

through E based on histological criteria, which 

encompass the infiltration pattern, tumor cell shape, 

and phenotype [29]. LyP is characterized by five well-

-established histopathologic subgroups, namely A, B, 

C, D, and E. These subtypes differ in terms of the major 

cell type and tropism [30,31]. 

From the histopathological perspective, it is important 

to distinguish LyP from many benign illnesses that may 

exhibit CD30-positive lymphoid cells, such as atopic 

dermatitis, viral infections, scabies, mycobacterial 

infection, and medication responses. Additionally, it is 

crucial to separate LyP from malignant disorders, 

including mycosis fungoides. 

Immunohistochemistry (IHC) is a diagnostic technique 

used to identify specific proteins in tissue sections 

using antibodies that bind to these proteins. In the case 

of LyP, the pattern of staining, intensity, and 

distribution of these markers in tissue samples helps 

pathologists confirm the presence of CD30-positive 

lymphocytes and differentiate LyP from more 

aggressive lymphomas. 

The immunophenotype of the proliferating cells in LyP 

is commonly characterized by the presence of CD3+, 

CD4+, CD25+, CD30+, (Ki-1), CD45RO+ markers, 

and the expression of human leukocyte antigen – DR 

isotype (HLA-DR) [32,33,34,35,36,37]. Histopatholo-

gical evaluation of skin biopsies in suspected cases of 

LyP is essential to confirm the diagnosis. Nonetheless, 

it is important to note that the histological features of 

LyP can sometimes overlap with other cutaneous 

lymphoproliferative disorders or inflammatory 

conditions. Therefore, a combination of clinical 

presentation, immunohistochemistry, and histopatho-

logy is typically necessary for an accurate diagnosis.     

Diagnosis 

The clinical identification of LyP is a significant 

obstacle, often resulting in prolonged periods of 

unrecognized presence [22]. The mean duration from 

the appearance of lesions to the conclusive diagnosis is 

reported to be 45–75 months [3]. The diagnosis usually 

requires clinicopathological correlation, and the 

spontaneous remission of LyP lesions plays a crucial 

role within this framework. Skin biopsies can require 

repetition in cases where lesions do not exhibit 

regression or when they grow in size. The 

recommended laboratory tests include, but are not 

limited to, complete blood count with differential, 

serum creatinine, liver profile, lactate dehydrogenase, 

flow cytometry, and, if clinically indicated, human  

T-cell lymphotropic virus type 1 evaluation. When 

palpable lymphadenopathy is present, it is advisable to 

utilize computed tomography imaging. 

Common differential diagnoses for LyP presenting 

with papular lesions may include reactions to insect 

bites, persistent nodules resulting from scabies, and, in 

the case of face lesions, eosinophilic granuloma. 

Papulonecrotic lesions can often be misdiagnosed for 

PLEVA, also known as Mucha-Habermann disease, 

which is characterized by the sudden onset of 

erythematous papules that evolve into pustules and then 

form superficial ulcers with a “cigarette-paper” 

appearance. LyP and PLEVA share a similar 

appearance of papules on the skin, making clinical 

differentiation challenging. Histopathological 

examination can reveal atypical lymphocytes in both 

LyP and PLEVA lesions, but CD30 expression is a key 

feature of LyP [4,29]. The differential diagnosis of 

plaque-type eczematoid LyP includes various forms of 

localized dermatitis [36], whereas ulcerative LyP, may 

make one think of pyoderma gangrenosum. Other 

conditions that might be considered in the differential 

diagnosis of LyP are: cutaneous T-cell lymphoma 

(CTCL), anaplastic large cell lymphoma (ALCL), and 

cutaneous Langerhans cell histiocytosis. Mycosis 

fungoides represents a significant differential diagnosis 

for types A and B. Tumor-stage mycosis fungoides can 

have a notable resemblance to LyP, characterized by an 

abundance of CD30-positive blasts. Patients who have 

previously experienced mycosis fungoides or mycosis 

fungoides-like lesions in other areas should only be 

diagnosed with LyP if the clinical presentation and 

progression of the disease align with diagnostic 

patterns. Otherwise, the diagnosis should be tumor- 

-stage mycosis fungoides with CD30 expression [37]. 
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LyP patients run the risk of developing additional 

hematological conditions, most commonly mycosis 

fungoides, erythrodermic T-cell lymphoma, Hodgkin 

disease, or large-cell CD30+ lymphoma. The 

development of LyP may occur before, after, or 

concurrently with a hematological malignancy. After 

five years of evolution, this risk ranges from 2% to 

15%, although it rises with the severity of the illness. 

Significant risk factors for the development of a second 

hemopathy include advanced age and, in particular, the 

presence of a T-cell clone in the papulosis lesions 

[2,38]. 

The average time period between the diagnosis of LyP 

and the development of a secondary lymphoma is 

estimated to be around 3 to 4 years. Risk factors 

associated with the development of secondary 

lymphomas include being male (with a male-to-female 

ratio more than 2:1), having childhood-onset LyP, and 

having histologic categories B and C [3,39]. 

Treatment 

The treatment of LyP in children is a complex and 

individualized process, as pediatric cases of LyP are 

rare and there is limited specific guidance. The 

treatment approach for children with LyP is generally 

similar to that for adults, focusing on managing the 

symptoms and minimizing the impact of the disease on 

the child’s quality of life.  

In many cases, LyP lesions exhibit a relapsing- 

-remitting pattern and tend to resolve spontaneously 

over time. A watchful waiting approach may be 

appropriate for mild cases that do not cause significant 

discomfort or impairment. Topical corticosteroids can 

be used to manage the itching, inflammation, and 

discomfort associated with LyP lesions. They can help 

reduce the inflammatory response and provide 

symptomatic relief. They can be applied directly to the 

affected skin areas. Emollients or moisturizers can be 

applied to the skin to prevent dryness and soothe 

irritated areas. They can be used in conjunction with 

other treatments to maintain skin health. Narrowband 

UVB phototherapy has been used to treat LyP lesions 

in both adults and children. UVB therapy can help 

reduce inflammation and promote the healing of skin 

lesions. The duration of phototherapy treatment varies 

based on the patient’s response and the clinical 

situation. Phototherapy is generally well-tolerated, but 

potential side effects can include temporary skin 

redness, irritation, and increased sensitivity to sunlight. 

Although the outcomes of UVB phototherapy in 

children are inconsistent, general treatment may be 

necessary to prevent scarring of the lesions [4]. De 

Souza et al. [40] conducted a study with a cohort of 

eight pediatric patients who underwent treatment with 

UVB nb 311. The duration of follow-up for these 

patients ranged from one to thirteen years. Four cases  

were reported to have a complete response (CR), two 

cases had a partial response (PR), and two cases 

showed no response. 

The use of PUVA therapy to treat LyP has been 

advocated for more than 30 years. In a study conducted 

by Kempf [41], a total of 19 patients were subjected to 

PUVA treatment. The results showed a CR rate of 27% 

and a PR rate of 68%. Thomsen and Wantzin [42] 

documented a cohort of six patients who had positive 

responses to PUVA therapy. However, as anticipated, 

these individuals experienced recurrence following the 

cessation of treatment. 

In cases where LyP lesions are more extensive, 

symptomatic, or resistant to other treatments, systemic 

therapies may be considered. Methotrexate is an 

immunosuppressive medication that is sometimes used 

as a treatment option for certain cases of LyP that are 

severe, symptomatic, or resistant to other therapies. The 

decision to use methotrexate in the treatment of LyP is 

based on careful assessment of the patient’s condition 

and the overall risk-benefit profile. The dosage and 

frequency of administration are tailored to the patient’s 

individual needs and response to treatment. The 

duration of methotrexate treatment varies based on the 

patient’s response and the clinical situation. Used 

orally, subcutaneously, or intramuscularly, 

methotrexate is the systemic treatment of choice for 

LyP, regardless of the histological type. Methotrexate 

has demonstrated efficacy in treating a considerable 

number of individuals diagnosed with LyP. Thomsen 

and Wantzin [42] documented a cohort of nine patients 

who exhibited positive responses to methotrexate 

treatment, administered at a dosage range of 2.5–25 mg 

per week for a duration of 5–18 months. Nevertheless, 

it is noteworthy that a recurrence of symptoms was 

observed in all the patients except for one upon 

discontinuation of the treatment. In a study conducted 

by Everett [43] a total of eight instances were 

examined, wherein the patients were administered 

methotrexate at a dosage ranging from 2.5 to 15 mg per 

week for a duration of 6 to 12 months. Subsequently, 

these patients were monitored for a period of 4 to  

9 years. The findings revealed that half of the patients 

experienced recurrences, requiring the need for 

retreatment with methotrexate. Vonderheid et al. [44] 

documented a cohort of 45 patients who achieved 

sustained control on methotrexate therapy. The patients 

were treated for a median duration of 39 months, with 

a range of 2–205 months. A positive response to 

methotrexate was observed within a period of 4 weeks, 

and a majority of 39 patients (87%) exhibited long-term 

control. Less than one-third of the patients were able to 

stop treatment after achieving complete and sustained 

remission, according to a recent article on a Dutch 

cutaneous lymphoma group regarding their experience 

using methotrexate in LyP, which showed 90% of good 

to very good results [3,45]. 
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Newland et al. [46] reported 25 patients with LyP who 

were treated with oral methotrexate 20–30 mg per week 

for at least six months and then for two to six months 

during the withdrawal period; 22 patients had a partial 

or complete response. Only 6 successfully stopped the 

drug and maintained a response for six months. 

Champagne and Walsh [47] observed favorable 

outcomes in six cases that underwent treatment with 

mycophenolate mofetil at a dosage of 2–2.5 g, 

administered twice daily. Additionally, four patients 

were treated with mycophenolic sodium at a dosage of 

1440–1800 mg, divided into two daily doses. The 

patients achieved remission after a treatment duration 

of 5–6 weeks, despite previous unsuccessful attempts 

with methotrexate. 

Biologic therapies that target specific immune 

pathways, such as monoclonal antibodies like 

alemtuzumab or brentuximab vedotin, have been used 

in some cases of LyP that are resistant to other 

treatments. Brentuximab is a monoclonal antibody that 

specifically targets CD30. The molecule impairs the 

process of microtubule polymerization and induces cell 

cycle arrest at the G2/M phase, ultimately resulting in 

cellular demise. Brentuximab could potentially play  

a significant role in the therapeutic management of 

severe or refractory LyP. Duvic et al. [48] described  

a cohort of nine patients diagnosed with LyP who had 

a positive response to brentuximab therapy during  

a treatment duration ranging from 3 to 9 weeks. Out of 

the whole sample, five participants exhibited a CR, 

while four participants demonstrated a PR. The 

observed median response time of 26 weeks was found 

to be comparatively lower than the response duration 

observed in previous trials including individuals with 

mycosis fungoides. In a study conducted by Wieser et 

al. [3] a total of 21 patients were administered 

brentuximab. Among these patients, ten individuals 

(47.6%) achieved a CR following one to two infusions. 

Nonetheless, it is noteworthy that seven of these 

patients eventually experienced a recurrence. In that 

study, a total of four patients exhibited a PR, while 

seven patients demonstrated a non-response. 

It is important to note that the treatment approach for 

LyP should prioritize the patient’s well-being and 

quality of life; treatment decisions for LyP should  

be made on a case-by-case basis, taking into account 

factors such as the patient’s age, overall health,  

the extent of skin involvement, and the presence  

of symptoms. Additionally, as LyP can exhibit  

a relapsing-remitting course, treatment plans may need 

to be adjusted over time. Some patients may benefit 

from combining different treatment modalities to 

achieve better control of symptoms and disease 

progression. 
 

Author’s contribution 

Study design – M. Dec, H. Arasiewicz 

Manuscript preparation – M. Dec, H. Arasiewicz 

Literature research – M. Dec, H. Arasiewicz 

Final approval of the version to be published – M. Dec, H. Arasiewicz 

 

REFERENCES

1. Wang L., Chen F., Zhao S., Wang X., Fang J., Zhu X. Lymphomatoid 

papulosis subtype C: A case report and literature review. Dermatol. Ther. 2021; 

34(1): e14452, doi: 10.1111/dth.14452.  

2. Bekkenk M.W., Geelen F.A., van Voorst Vader P.C., Heule F., Geerts 

M.L., van Vloten W.A. et al. Primary and secondary cutaneous CD30(+) lym-

phoproliferative disorders: a report from the Dutch Cutaneous Lymphoma 

Group on the long-term follow-up data of 219 patients and guidelines for diag-

nosis and treatment. Blood 2000; 95(12): 3653–3661.  

3. Wieser I., Oh C.W., Talpur R., Duvic M. Lymphomatoid papulosis: Treat-

ment response and associated lymphomas in a study of 180 patients. J. Am. 

Acad. Dermatol. 2016; 74(1): 59–67, doi: 10.1016/j.jaad.2015.09.013.  

4. Miquel J., Fraitag S., Hamel-Teillac D., Molina T., Brousse N., de Prost 

Y. et al. Lymphomatoid papulosis in children: a series of 25 cases. Br. J. Der-

matol. 2014; 171(5): 1138–1146, doi: 10.1111/bjd.13061.  

5. Burg G., Kempf W., Haeffner A., Döbbeling U., Nestle F.O., Böni R. et 

al. From inflammation to neoplasia: new concepts in the pathogenesis of cuta-

neous lymphomas. Recent Results Cancer Res. 2002; 160: 271–280, doi: 

10.1007/978-3-642-59410-6_32. 

6. Nowicka D., Mertowska P., Mertowski S., Hymos A., Forma A., Michal-

ski A. et al. Etiopathogenesis, diagnosis, and treatment strategies for lympho-

matoid papulosis with particular emphasis on the role of the immune system. 

Cells 2022; 11(22): 3697, doi: 10.3390/cells11223697.  

7. Namba H., Hamada T., Iwatsuki K. Human T-cell leukemia virus type  

1-positive lymphomatoid papulosis. Eur. J. Dermatol. 2016; 26(2): 194–195, 

doi: 10.1684/ejd.2015.2707.  

8. Kempf W., Kadin M.E., Dvorak A.M., Lord C.C., Burg G., Letvin N.L. et 

al. Endogenous retroviral elements, but not exogenous retroviruses, are 

detected in CD30-positive lymphoproliferative disorders of the skin. Carcino-

genesis 2003; 24(2): 301–306, doi: 10.1093/carcin/24.2.301.  

9. Kempf W., Kadin M.E., Kutzner H., Lord C.L., Burg G., Letvin N.L.  

et al. Lymphomatoid papulosis and human herpesviruses – A PCR-based eva-

luation for the presence of human herpesvirus 6, 7 and 8 related herpesviruses. 

J. Cutan. Pathol. 2001; 28(1): 29–33, doi: 10.1034/j.1600-0560.2001.280103.x.  

10. Hooper M.J., Lee W.J., LeWitt T.M., Nguyen C., Griffin T., Chung C.  

et al. Epstein-Barr virus-associated lymphomatoid papules: A sign of 

immunosuppression resembling lymphomatoid papulosis. Am. J. 

Dermatopathol. 2023; 45(12): 789–800, doi: 

10.1097/DAD.0000000000002479.  

11. Kim Y.C., Yang W.I., Lee M.G., Kim S.N., Cho K.H., Lee S.J. et al. 

Epstein-Barr virus in CD30 anaplastic large cell lymphoma involving the skin 

and lymphomatoid papulosis in South Korea. Int. J. Dermatol. 2006; 45(11): 

1312–1316, doi: 10.1111/j.1365-4632.2006.02951.x. 

12. Zhao P., Gish T.J., Mannschreck D., Marchi E., Cropley T.G. Zosteriform 

mycosis fungoides and lymphomatoid papulosis arising in an area of prior her-

pes zoster. JAAD Case Rep. 2023; 40: 84–88, doi: 10.1016/j.jdcr.2023.08.018.  

13. Schiemann W.P., Pfeifer W.M., Levi E., Kadin M.E., Lodish H.F.  

A deletion in the gene for transforming growth factor beta type I receptor 

abolishes growth regulation by transforming growth factor beta in a cutaneous 

T-cell lymphoma. Blood 1999; 94(8): 2854–2861.  

14. Haro R., Juarez A., Díaz J.L., Santonja C., Manzarbeitia F., Requena L. 

Regional lymphomatoid papulosis of the breast restricted to an area of prior 

radiotherapy. Cutis. 2016; 97(5): E15–19. 

15. Samaraweera A.P.R., Cohen S.N., Akay E.M., Evangelou N. Lymphoma-

toid papulosis: A cutaneous lymphoproliferative disorder in  



M. Dec, H. Arasiewicz: PEDIATRIC LYMPHOMATOID PAPULOSIS  

30 

a patient on fingolimod for multiple sclerosis. Mult. Scler. 2016; 22(1): 122– 

–124, doi: 10.1177/1352458515597568.  

16. Park J.H., Lee J., Lee J.H., Lee D.Y., Koh E.M. Lymphomatoid papulosis 

in a patient treated with adalimumab for juvenile rheumatoid arthritis. 

Dermatology 2012; 225(3): 259–263, doi: 10.1159/000345104.  

17. Matoula T., Nikolaou V., Marinos L., Katsavos S., Nasis G., Economidi 

A. et al. Lymphomatoid papulosis type D in a fingolimod-treated multiple scle-

rosis patient. Mult. Scler. 2016; 22(12): 1630–1631, doi: 

10.1177/1352458516642032.  

18. Shirani A., Dalton S.R., Avery E.J., Arcot Jayagopal L., Meyer C., Stuve 

O. et al. Lymphomatoid papulosis in a patient treated with glatiramer acetate 

and the glatiramoid Glatopa for multiple sclerosis: A case report. J. Cent. Nerv. 

Syst. Dis. 2021; 13: 11795735211053784, doi: 10.1177/11795735211053784.  

19. Outlaw W., Fleischer A., Bloomfeld R. Lymphomatoid papulosis in  

a patient with Crohnʼs disease treated with infliximab. Inflamm. Bowel Dis. 

2009; 15(7): 965–966, doi: 10.1002/ibd.20762.  

20. Leo A.M., Ermolovich T. Lymphomatoid papulosis while on efalizumab. 

J. Am. Acad. Dermatol. 2009; 61(3): 540–541, doi: 

10.1016/j.jaad.2008.12.010.  

21. Stoll J.R., Willner J., Oh Y., Pulitzer M., Moskowitz A., Horwitz S. et al. 

Primary cutaneous T-cell lymphomas other than mycosis fungoides and Sézary 

syndrome. Part I: Clinical and histologic features and diagnosis. J. Am. Acad. 

Dermatol. 2021; 85(5): 1073–1090, doi: 10.1016/j.jaad.2021.04.080.  

22. Korpusik D., Ruzicka T. Klinische Verlaufsformen und Therapie der lym-

phomatoiden Papulose. Hautarzt 2007; 58(10): 870–881,  

23. Moy A., Sun J., Ma S., Seminario-Vidal L. Lymphomatoid papulosis and 

other lymphoma-like diseases. Dermatol. Clin. 2019; 37(4): 471–482, doi: 

10.1016/j.det.2019.05.005.  

24. Pomsoong C., Suchonwanit P., Chanprapaph K., Rattanakaemakorn P., 

Rutnin S. Pityriasis lichenoides et varioliformis acuta and lymphomatoid 

papulosis type F: A case report of two entities in one patient. Clin. Cosmet. 

Investig. Dermatol. 2022; 15: 1759–1765, doi: 10.2147/CCID.S379577.  

25. Fujimura T., Lyu C., Tsuchiyama K., Aiba S. CD30-positive 

angioinvasive lymphomatoid papulosis (type E) developing from parapsoriasis 

en plaque. Case Rep. Oncol. 2018; 11(3): 850–854, doi: 10.1159/000495689.  

26. Heald P., Subtil A., Breneman D., Wilson L.D. Persistent agmination of 

lymphomatoid papulosis: an equivalent of limited plaque mycosis fungoides 

type of cutaneous T-cell lymphoma. J. Am. Acad. Dermatol. 2007; 57(6): 

1005–1011, doi: 10.1016/j.jaad.2007.05.046.  

27. Steinhoff M., Assaf C., Sterry W. Persistent agmination of lymphomatoid 

papulosis: not a new entity, but localized lymphomatoid papulosis. J. Am. 

Acad. Dermatol. 2008; 59(1): 164–165; author reply 165, doi: 

10.1016/j.jaad.2007.12.039.  

28. Martinez-Cabriales S.A., Walsh S., Sade S., Shear N.H. Lymphomatoid 

papulosis: an update and review. J. Eur. Acad. Dermatol. Venereol. 2020; 

34(1): 59–73, doi: 10.1111/jdv.15931.  

29. Swerdlow S.H., Campo E., Pileri S.A., Harris N.L., Stein H., Siebert R. et 

al. The 2016 revision of the World Health Organization classification of lym-

phoid neoplasms. Blood 2016; 127(20): 2375–2390, doi: 10.1182/blood-2016-

01-643569. 

30. Kempf W., Kazakov D.V., Schärer L., Rütten A., Mentzel T., Paredes 

B.E. et al. Angioinvasive lymphomatoid papulosis: a new variant simulating 

aggressive lymphomas. Am. J. Surg. Pathol. 2013; 37(1): 1–13, doi: 

10.1097/PAS.0b013e3182648596.  

31. Saggini A., Gulia A., Argenyi Z., Fink-Puches R., Lissia A., Magaña M. 

et al. A variant of lymphomatoid papulosis simulating primary cutaneous ag-

gressive epidermotropic CD8+ cytotoxic T-cell lymphoma. Description of 9 

cases. Am. J. Surg. Pathol. 2010; 34(8): 1168–1175, doi: 

10.1097/PAS.0b013e3181e75356. 

32. Ross N.A., Truong H., Keller M.S., Mulholland J.K., Lee J.B., Sahu J. 

Follicular lymphomatoid papulosis: An eosinophilic-rich follicular subtype 

masquerading as folliculitis clinically and histologically. Am. J. 

Dermatopathol. 2016; 38(1): e1–10, doi: 10.1097/DAD.0000000000000395.  

33. Gheucă Solovăstru L., Vâţă D., Ciobanu D., Stătescu L., Rotaru M. The 

importance of histopathology findings in lymphomatoid papulosis. Rom. J. 

Morphol. Embryol. 2014; 55(4): 1527–1530.  

34. Werner B., Massone C., Kerl H., Cerroni L. Large CD30-positive cells in 

benign, atypical lymphoid infiltrates of the skin. J. Cutan. Pathol. 2008; 35(12): 

1100–1107, doi: 10.1111/j.1600-0560.2007.00979.x.  

35. Abdulla F.R., Zhang W., Wu X., Honda K., Qin H., Cho H. et al. Genomic 

analysis of cutaneous CD30-positive lymphoproliferative disorders. JID Innov. 

2021; 2(1): 100068, doi: 10.1016/j.xjidi.2021.100068.  

36. Nikolaenko L., Zain J., Rosen S.T., Querfeld C. CD30-positive lympho-

proliferative disorders. Cancer Treat. Res. 2019; 176: 249–268, doi: 

10.1007/978-3-319-99716-2_12.  

37. Kempf W., Mitteldorf C., Karai L.J., Robson A. Lymphomatoid papulosis 

– making sense of the alphabet soup: a proposal to simplify terminology. J. 

Dtsch. Dermatol. Ges. 2017; 15(4): 390–394, doi: 10.1111/ddg.13207.  

38. Prieto-Torres L., Rodriguez-Pinilla S.M., Onaindia A., Ara M., Requena 

L., Piris M.Á. CD30-positive primary cutaneous lymphoproliferative disorders: 

molecular alterations and targeted therapies. Haematologica 2019; 104(2): 

226–235, doi: 10.3324/haematol.2018.197152. 

39. Nijsten T., Curiel-Lewandrowski C., Kadin M.E. Lymphomatoid papulo-

sis in children: a retrospective cohort study of 35 cases. Arch. Dermatol. 2004; 

140(3): 306–312, doi: 10.1001/archderm.140.3.306.  

40. de Souza A., Camilleri M.J., Wada D.A., Appert D.L., Gibson L.E.,  

el-Azhary R.A. Clinical, histopathologic, and immunophenotypic features of 

lymphomatoid papulosis with CD8 predominance in 14 pediatric patients.  

J. Am. Acad. Dermatol. 2009; 61(6): 993–1000, doi: 

10.1016/j.jaad.2009.05.014.  

41. Kempf W. CD30+ lymphoproliferative disorders: histopathology, 

differential diagnosis, new variants, and simulators. J. Cutan. Pathol. 2006; 33 

Suppl 1: 58–70, doi: 10.1111/j.0303-6987.2006.00548.x.  

42. Thomsen K., Wantzin G.L. Lymphomatoid papulosis. A follow-up study 

of 30 patients. J. Am. Acad. Dermatol. 1987; 17(4): 632–636, doi: 

10.1016/s0190-9622(87)70248-5.  

43. Everett M.A. Treatment of lymphomatoid papulosis with methotrexate. 

Br. J. Dermatol. 1984; 111(5): 631, doi: 10.1111/j.1365-2133.1984.tb06640.x.  

44. Vonderheid E.C., Sajjadian A., Kadin M.E. Methotrexate is effective 

therapy for lymphomatoid papulosis and other primary cutaneous CD30- 

-positive lymphoproliferative disorders. J. Am. Acad. Dermatol. 1996; 34(3): 

470–481, doi: 10.1016/s0190-9622(96)90442-9.  

45. Bruijn M.S., Horváth B., van Voorst Vader P.C., Willemze R., Vermeer 

M.H. Recommendations for treatment of lymphomatoid papulosis with 

methotrexate: a report from the Dutch Cutaneous Lymphoma Group. Br. J. 

Dermatol. 2015; 173(5): 1319–1322, doi: 10.1111/bjd.13920.  

46. Newland K.M., McCormack C.J., Twigger R., Buelens O., Hughes 

C.F.M., Lade S. et al. The efficacy of methotrexate for lymphomatoid 

papulosis. J. Am. Acad. Dermatol. 2015; 72(6): 1088–1090, doi: 

10.1016/j.jaad.2015.03.001. Erratum in: J. Am. Acad. Dermatol. 2015; 73(3): 

532.  

47. Champagne T., Walsh S. Mycophenolic acid for lymphomatoid papulosis. 

J. Cutan. Med. Surg. 2013; 17(5): 332–334, doi: 10.2310/7750.2013.12111.  

48. Duvic M., Tetzlaff M.T., Gangar P., Clos A.L., Sui D., Talpur R. Results 

of a phase II trial of brentuximab vedotin for CD30+ cutaneous T-cell lym-

phoma and lymphomatoid papulosis. J. Clin. Oncol. 2015; 33(32): 3759–3765, 

doi: 10.1200/JCO.2014.60.3787.

 


