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Dermatoscopic features of blastic plasmacytoid dendritic cell
neoplasm: a case report and review of the literature

Caracteristicas dermatoscopicas de neoplasia blastica de células dendriticas
plasmocitoides: relato de caso e revisao da literatura
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Abstract

Blastic plasmacytoid dendritic cell neoplasm is a malignant, aggressive, and rare tumor arising from plasmacytoid dendritic
cell precursors. Because of its infrequency, information on clinical features and best treatment options is still lacking. Derma-
toscopic features on this entity have only been reported in a few cases so far. Therefore, we describe a new case and review
published data on this topic.
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Resumo

Neoplasia de células dendriticas plasmocitoides blasticas (BPDCN) é um tumor maligno, agressivo e raro que surge de pre-
cursores de células dendriticas plasmocitoides. Devido a sua infrequéncia, ainda faltam informagdes sobre caracteristicas
clinicas e melhores op¢des de tratamento. Caracteristicas dermatoscépicas nesta entidade foram relatadas apenas em alguns
casos até agora. Portanto, descrevemos um novo caso e revisamos dados publicados sobre este tdpico.
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Introduction

Blastic plasmacytoid dendritic cell neoplasm (BPDCN)
is an uncommon hematologic neoplasm, arising from
plasmacytoid dendritic cell precursors. It tends to have
an aggressive course and a poor prognosis. Presentation
most commonly includes cutaneous lesions, with or
without bone marrow involvement and leukemic spread'.
Skin involvement may manifest as a solitary plaque/nod-
ule with a brown to violaceous bruise-like tonality or as
multiple nodules?. Dermatoscopic characteristics in this
entity have seldom been published.

We present a case report of this infrequent neo-
plasm, describing dermatoscopic findings in our patient.

Clinical case

A 78-year-old male patient presented with a 4-month
history of a painful indurated nodule on his scalp.
Physical examination was notable for an erythema-
tous-violaceous nodule of 3 x 3 cm on the vertex of the
scalp (parieto-occipital region) (Fig. 1). Cervical lymph-
adenopaties were present.

Dermatoscopy revealed rosettes, perifollicular erythema,
and nonblanchable red-violaceous structures. Some
orange structureless areas were also evidenced (Fig. 2).

Histopathology showed infiltration of the dermis and
hypodermis by cells with a blastic appearance, with pos-
itive TDT, focal CD43, Bcl-2, CD123, TCL-1, CD4, CD56,
and Ki67 index of 30%. The diagnosis was compatible
with BPDCN (Fig. 3).

Flow cytometry of the skin biopsy documented a cell
population with an immunophenotype compatible with
the same diagnosis.

Bone marrow aspirates evidenced a monomorphic
hypercellular bone marrow. Flow cytometry reported
90% of cells with the same pathological immunopheno-
type. The leukemia spread was also noted, with a total
of 59.120 leukocytes/uL, 77% of which were described
as large cells of a lymphocytic appearance.

Treatment was started with chemotherapy, including
1 cycle of cyclophosphamide, doxorubicin, vincristine,
prednisone followed by 5 cycles of cyclophosphamide,
vincristine, dacarbazine. The patient presented full
remission which lasted for roughly 2 months, subse-
quently undergoing relapse and death.

Discussion

BPDCN is a rare hematologic malignancy with vari-
able forms of presentation. Cutaneous involvement is
found in most cases'.

Figure 1. Erythemato-violaceous indurated nodule on the
vertex of the scalp.

Figure 2. Dermatoscopy evidenced rosettes (arrows),
perifollicular erythema (circles), nonblanchable red-
violaceous structures, and orange structureless areas
(stars).
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Table 1. Clinical and dermoscopic characteristics documented in blastic plasmacytoid dendritic cell neoplasm

Age, sex Location Clinical morphology Dermatoscopic features Author, year of
publication

Martin-Carrasco
et al., 2019°

Areas varying from red to purple
with yellowish perifollicular
structures

Polymorphic large bluish-purple Valiev et al., 2019*

spots with a tendency to merge

Reddish and purplish Nicklas et al.’
nonblanchable structureless

areas, surrounded by white

halos. Homogeneous bluish-

white areas

Pink-to-purple structureless Nicklas et al.5

areas with a white halo

75, male Scalp (frontal and Large purplish, bruise-like lesion with
parietal region) nodular formation
14, male Cheeks and left Cheeks: gray-cyanotic dark spots
gluteus resembling bruises.
Left gluteus: bluish-purple nodule
65, male Upper trunk Asymptomatic nodules and plaques
61, female Upper trunk Violaceous nodules and plaques
78, male Scalp (parieto- Erythemato-violaceous nodule

occipital region)

Figure 3. Histopathology evidenced a dense lymphocytic
infiltrate forming cellular sheets, dissecting between
collagen fibers, enveloping adnexal structures, and
projecting deeply to the subcutaneous tissue. Red blood
cell extravasation was also present.

Dermatoscopic features in this entity have been
described only in a few cases, with pink/red to viola-
ceous homogeneous areas, bluish areas or spots, and

Rosettes, perifollicular erythema,
and nonblanchable red-
violaceous structures. Orange
structureless areas

Case report in the
present article

white halos as the most frequently described findings®.
Nicklas et al. have hypothesized that the violaceous
structureless areas may be related to the dermal infil-
tration of neoplastic cells and the presence of hemor-
rhage within the tumor and the white and the
homogeneous bluish areas may be associated with
fibrosis®.

Our patient presented with some of these previ-
ously described features, such as nonblanchable
red-violaceous structures that could correspond with
the lymphocytic infiltrate and red blood cell extrava-
sation. We also describe characteristics not previ-
ously documented, such as rosettes and perifollicular
erythema that we believe correspond to perifollicular
infiltration of neoplastic cells, and rosettes may rep-
resent the follicular occlusion due to this perifollicular
infiltration and the presence of fibrosis.

Dermatoscopic features described in distinct types of
lymphomas are very polymorphic. In our case, findings
were different from those described in other lymphop-
roliferative tumors presenting as nodules or plaques.
Nodular/plaque-type primary cutaneous T- and B-cell
lymphomas more often present unfocused vessels (lin-
ear, dotted, and linear-curved), focal white and orange
structureless areas and white lines®”. Orange structure-
less areas appear to be the most strongly associated
feature with these lymphomas, believed to be correlated
with nodular lymphocytic infiltrates in the dermis”.
Interestingly, although not evidenced in previous cases,
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our patient presented this feature. Rosettes have also
been reported in T-cell pseudolymphoma, classic myco-
sis fungoides, and recently in a case of primary cuta-
neous marginal zone lymphoma?1°,

BPDCN is an uncommon tumor that prompts early
diagnosis due to its aggressive behavior. Because of
its infrequency, there are still no well-defined dermato-
scopic criteria that may aid in its diagnosis. Furthermore,
different clinical and histopathological presentations
will also lead to variable features, as described in the
different reported cases. Dermatoscopic features such
as red/pink to violaceous structureless and white halos
may be a clue to this diagnosis, but we observed new
characteristics such as rosettes, perifollicular ery-
thema, and orange structureless areas. These findings
in association with a compatible clinical presentation
must lead to early biopsy and additional studies.
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