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Blastic Plasmacytoid Dendritic Cell Neoplasm Presenting
as Erythematous Nodules with Gallbladder Involvement
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Dear Editor:

Blastic plasmacytoid dendritic cell neoplasm (BPDCN) is a
rare, highly aggressive hematopoietic malignancy which is
derived from the precursors of plasmacytoid dendritic
cells'. It was recently classified in the 2008 World Health
Organization classification’. BPDCN can be characterized
by a marked predilection for cutaneous involvement in
the initial phase, and later develops leukemic dissem-
ination”.

A previously healthy 43-year-old woman presented with
3-week history of nodular eruptions on the face. She had
no systemic symptoms. Physical examination did not re-
veal any abnormalities, except for the skin lesions. Skin
examination revealed multiple various-sized erythematous
plaques and nodules on the face (Fig. 1). We obtained in-
formed consent for using the photos from the patient.
Histopathologic findings showed a diffuse cellular in-
filtrate in the entire dermis (Fig. 2A). The cells were mono-
morphic medium sized atypical lymphocytes containing
irregular round or indented nuclei with pale cytoplasm
(Fig. 2B). Immunohistochemical stains were positive for
CD4 (Fig. 2C), CD56 (Fig. 2D), and CD123 (Fig. 2E) and
negative for CD3 (Fig. 2F), CD20 (Fig. 2G), myeloperox-
idase (Fig. 2H), and terminal deoxynucleotidyl transferase.
Microscopic examination of peripheral blood failed to de-
tect neoplastic cells. Abdominal computed tomography
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scan disclosed wall thickening of gallbladder (GB). After
cholecystectomy, GB involvement of BPDCN was identi-
fied by biopsy. Bone marrow biopsy with immunohisto-
chemical stain also revealed anaplastic cells. Thus, BPDCN
with skin, GB and bone marrow involvement was
diagnosed. The patient received chemotherapy after lym-
phoblastic lymphoma-type induction protocol. She sub-
sequently underwent allogeneic bone marrow transplan-
tation. There has been no disease progression following
12 months.

BPDCN is a rare hematologic malignancy typically affects
older males*. In majority of cases, skin is affected at the in-
itial presentation as bruise-like tumefaction or an eryth-
ematous nodule'’. BPDCN is often accompanied by ex-
tracutaneous involvement, including bone marrow, lymph
node, and peripheral blood but practically any organ can
be affected’. Our patient presented with multiple eryth-
ematous nodules on the face, which is a rare pattern in
BPDCN to the best of our knowledge'’. After review of
the literature, we believe that the GB involvement de-
scribed herein has not been documented before.
Pathologic evaluation and immunophenotyping play an
important role in the diagnosis of BPDCN, which are char-

Fig. 1. (A, B) Multiple various-sized erythematous plaques and
nodules on the face.
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Fig. 2. (A) The tumor is composed of diffuse cellular infiltrate in the entire dermis and subcutis, with an overlying Grenz zone (H&E,
x40). (B) The cells were monomorphic medium sized atypical lymphocytes containing irregular round or indented nuclei with pale
cytoplasm (H&E, x400). Immunohistochemical stains were positive for (C) CD4 (x 100), (D) CD56 (x100), and (E) CD123 (x 100)
and negative for (F) CD3 (x100), (G) CD20 (x100), and (H) myeloperoxidase (x 100).

acterized by a diffuse monomorphic infiltrate of me-
dium-sized plasmacytoid cells and the expression of CD4,
CD56, and CD123 in the absence of CD3, CD20, or mye-
loperoxidase®*.

The clinical course of BPDCN is aggressive with a median
survival of 12~ 14 months'”. However, there is no stand-
ardized therapeutic strategy. High-dose chemotherapy fol-
lowed by allogeneic stem cell transplantation can provide
durable disease control like our patient'. Several factors,
including relatively young age and undergoing stem cell
transplantation may contribute to more favorable prog-
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nosis in this case.

In conclusion, BPDCN may demonstrate various clinical
presentations, which could be quite confusing for the der-
matologist to diagnose. Thus histopathologic evaluation of
skin biopsy is important to confirm diagnosis. We believe
that this case demonstrates a rare cutaneous and extracuta-
neous presentation of BPDCN and emphasizes the im-
portance of being aware of this rare disease in order to
provide effective treatment.
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Two Cases of Successful Treatment of Refractory
Chronic Inflammatory Skin Disease, Atopic Dermatitis
and Psoriasis with Oral Alitretinoin
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Dear Editor:

A 32-year-old man presented with itchy erythematous to
brownish skin lesions on the face, neck, trunk and the
flexor surface of both extremities starting one year ago
(Fig. 1A~ C). He has had allergic rhinitis since childhood.
With time, his symptoms got worse even with medications
including oral steroid and cyclosporin. The initial clinical

suspicion was atopic dermatitis (AD). Microscopic exami-
nation showed a chronic inflammatory lesion including fo-
cal hyperkeratosis, parakeratosis and irregularly acanthotic
epidermis with spongiosis. Mild perivascular inflammatory
cell infiltration and dilated vessels were in the dermis (Fig.
1D, E). The final diagnosis was AD. For his refractory AD,
oral alitretinoin (30 mg/day) and topical steroid
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