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Localized pagetoid reticulosis (Woringer-Kolopp
disease) in early childhood

Yasushi Matsuzaki, MD, PhD, Kazuyuki Kimura, MD, Hajime Nakano, MD, PhD,
Katsumi Hanada, MD, PhD, and Daisuke Sawamura, MD, PhD
Hirosaki, Japan

Localized pagetoid reticulosis, also known as Woringer-Kolopp disease, is an uncommon cutaneous
lymphoproliferative disorder classified as a solitary variant of mycosis fungoides. We describe a case of
localized pagetoid reticulosis that occurred in early childhood. A 6-year-old boy presented with an
erythematous plaque on the left thigh. His parents had first noted brownish erythema of his thigh a few
months after birth. The size and elevation of the plaque gradually increased. Physical examination showed
well-demarcated reddish plaque, 6.2 X 2.3 cm, with central erosion. Histopathological examination
showed an epidermotropic infiltrate of medium atypical lymphocytes with hyperchromatic and pleomor-
phic nuclei. The atypical cells infiltrated as individual cells or clusters in the epidermis. Immunohistolog-
ically, the phenotype of the atypical cells was CD3™, CD4~, CD8", CD45RO™, CD20~, CD30 ™, and CD79a .
We discuss the characteristics of this rare disease, including the differential diagnoses. (J Am Acad

Dermatol 2009;61:120-3.)

From the Department of Dermatology, Hirosaki University School
of Medicine.

Funding sources: None.

Conflicts of interest: None declared.

Reprint requests: Yasushi Matsuzaki, MD, PhD, Department of
Dermatology, Hirosaki University School of Medicine, 5 Zaifu-
cho, Hirosaki, Aomori 036-8562, Japan. E-mail: ymatsu@cc.
hirosaki-u.ac.jp.

0190-9622/$36.00

© 2009 by the American Academy of Dermatology, Inc.

doi:10.1016/j.jaad.2008.10.045

ocalized pagetoid reticulosis (LPR), also

known as Woringer-Kolopp disease, is an

uncommon cutaneous lymphoproliferative
disorder clinically characterized by a unilesional
erythematous plaque on the extremities."* The le-
sions histopathologically show a markedly epider-
motropic infiltrate of atypical T lymphocytes.® In the
new World Health Organization (WHO)-European
Organization for Research and Treatment of Cancer
(EORTO) classification for cutaneous lymphomas, it
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Abbreviations used:

APACHE: acral pseudolymphomatous
angiokeratoma of children

EORTC: European Organization for Research
and Treatment of Cancer

LPR: localized pagetoid reticulosis

MF: mycosis fungoides

WHO: World Health Organization

is classified as a solitary variant of mycosis fungoides
(MF).** Despite the presence of atypical lympho-
cytes, lesions enlarge very slowly and local recur-
rence after treatment has rarely been reported.* We
report LPR that presented as an erythematous plaque
a few months after birth.

CASE REPORT

A G-year-old Japanese boy presented with an
erythematous plaque on the left thigh. His parents
had first noted brownish erythema of his thigh a few
months after birth. The size and elevation of the
plaque increased gradually, and local corticosteroid
treatment was not effective. Physical examination
showed a well-demarcated reddish plaque, 6.2 X 2.3
cm, with central erosion (Fig 1). The clinical appear-
ance was similar to a hypertrophic scar. An excisional
biopsy specimen was taken from the involved skin
with a surgical margin of 5 mm. Histopathological
examination showed a markedly epidermotropic
infiltrate of medium atypical lymphocytes with hy-
perchromatic and pleomorphic nuclei, and hyper-
keratotic acanthosis (Fig 2, A). The atypical cells
infiltrated as individual cells or clusters into the
epidermis at the dermoepidermal junction (Fig 2,
B). Immunohistologically, the phenotype of the
atypical cells in the epidermis was CD3", CD4™,
CD8™, CD45RO ™, CD20~, CD30~, and CD79a~ (Fig
2, C and D). In the papillary dermis, the bandlike
lymphocytic infiltrate was CD4" and CD8™. T-cell
receptor gene rearrangement was not detected by
genotypic analysis. General examination revealed
no evidence of extracutaneous involvement. There
was no recurrence during a 5-year follow-up period
after the excisional biopsy.

DISCUSSION

LPR, originally reported in 1939, is a rare T-
lymphocyte-proliferative disorder, characterized by
a favorable clinical course, despite a histologic
appearance similar to epidermotropic MFE."* LPR
manifests as a solitary, slowly growing erythema-
tous and verrucous plaque on the extremities.’ The
histologic features include hyperkeratotic acanthosis
with striking epidermotropism of T lymphocytes.6 In
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Fig 1. Physical examination revealed 6.2- X 2.3-cm well-
demarcated reddish plaque with erosion in the center on
the left thigh.

the new WHO-EORTC classification for cutaneous
lymphomas, pagetoid reticulosis is classified as
one of the indolent forms of MF*>; however, the
relationship to unilesional MF is poorly defined.
Unilesional MF is a solitary eczematous lesion, his-
topathologically identical to classic ME.” LPR and
MF have some distinct histopathological and im-
munophenotypical features. LPR is distinguished his-
tologically from MF by the presence of marked
hyperkeratosis, prominent pagetoid epidermotro-
pism of atypical lymphocytes with hyperchromatic
and hyperconvoluted nuclei, and a dermal infiltrate
lacking eosinophils.6 In contrast, MF cells are present
both above and below the dermoepidermal junction.”
Immunophenotypically, MF cells are CD4 " T-helper
cells. In contrast, the immunophenotype of atypical T
lymphocytes in LPR is more variable than in ME°
Lesional immunohistochemical analysis has revealed
thata CD4",CD8", or CD4 /CD8™ phenotype may at
times predominate.”

Our case is unusual because the disease presented in
a 6-year-old child in whom the lesion had been present
since a few months after birth. Histopathological fea-
tures included striking epidermotropism of medium
lymphocytes surrounded by a clear halo. Atypical
lymphocytes were located below the dermoepidermal
junction and in the epidermis; however, there was no
eosinophil infiltration in the dermis. Furthermore, the
bandlike infiltrate of lymphocytes expressed both CD4
and CD8 antigens and there was no T-cell receptor
gene rearrangement, suggesting that most cells infil-
trating the papillary dermis were reactive lymphocytes.
Atypical lymphocytes with marked epidermotropism
were CD8", which is distinct from unilesional MF. In
contrast to classic MF, extracutaneous dissemination or
disease-related deaths have rarely been reported.*
Moreover, no recurrence for 5 years after excision
supported this diagnosis. Most cases of LPR occur in
adolescents.>® In our patient, the lesion appeared on
the thigh a few months after birth and progressed
slowly, suggesting benign indolent behavior.
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