
Full Terms & Conditions of access and use can be found at
https://www.informahealthcare.com/action/journalInformation?journalCode=ionc20

Acta Oncologica

ISSN: 0284-186X (Print) 1651-226X (Online) Journal homepage: www.informahealthcare.com/journals/
ionc20

Blastic plasmacytoid dendritic cell neoplasm
without cutaneous involvement: A rare disease
with a rare presentation

Francisco Emiliano R. Dantas, Carla Antoniana F. de Almeida Vieira, Cláudio
César M. de Castro, Gentil Claudino De G. Neto & Daniel Mazza Matos

To cite this article: Francisco Emiliano R. Dantas, Carla Antoniana F. de Almeida Vieira,
Cláudio César M. de Castro, Gentil Claudino De G. Neto & Daniel Mazza Matos (2012) Blastic
plasmacytoid dendritic cell neoplasm without cutaneous involvement: A rare disease with a
rare presentation, Acta Oncologica, 51:1, 139-141, DOI: 10.3109/0284186X.2011.602110

To link to this article:  https://doi.org/10.3109/0284186X.2011.602110

Published online: 28 Aug 2011.

Submit your article to this journal 

Article views: 1042

View related articles 

https://www.informahealthcare.com/action/journalInformation?journalCode=ionc20
https://www.informahealthcare.com/journals/ionc20?src=pdf
https://www.informahealthcare.com/journals/ionc20?src=pdf
https://www.informahealthcare.com/action/showCitFormats?doi=10.3109/0284186X.2011.602110
https://doi.org/10.3109/0284186X.2011.602110
https://www.informahealthcare.com/action/authorSubmission?journalCode=ionc20&show=instructions&src=pdf
https://www.informahealthcare.com/action/authorSubmission?journalCode=ionc20&show=instructions&src=pdf
https://www.informahealthcare.com/doi/mlt/10.3109/0284186X.2011.602110?src=pdf
https://www.informahealthcare.com/doi/mlt/10.3109/0284186X.2011.602110?src=pdf


 Blastic plasmacytoid dendritic cell neoplasm without cutaneous involvement 139

Correspondence: D. Mazza Matos, Center of Hematology and Hemotherapy of Ceará, Avenida José Bastos, 3390 Rodolfo Teófilo, Fortaleza, Ceará 60440-
261, Brazil. Tel: 55 85 3101-2293. E-mail: dmazza@usp.br

(Received 10 March 2011; accepted 27 June 2011)
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involvement: A rare disease with a rare presentation
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To the Editor,

Blastic plasmacytoid dendritic cell neoplasm 
(BPDCn), previously known as blastic CD4  /
CD56nK-cell lymphoma, is a rare neoplastic dis-
ease originated from plasmacytoid dendritic cells 
and recently included in the WHo Classification of 
Tumors of hematopoietic and lymphoid tissues [1]. 
in the great majority of cases, solitary or multiple 
skin lesions are the initial cause of first medical 
appointment [2] and, in fact, cutaneous involvement 
is present in almost 100% of patients [1]. splenom-
egaly, lymphadenopathy, bone marrow and periph-
eral blood infiltration are variably found. Moreover, 
one or more cytopenias frequently occur at diagnosis, 
but in a minority of cases can be severe [1,3]. in this 
manner, anemia is usually of mild intensity and less 
common than thrombocytopenia [1–4]. Given that 
BPDCn cases presenting without cutaneous involve-
ment are extremely rare, we describe an unusual case 
of a patient with the diagnosis of BPDCn presenting 
with symptoms of severe transfusion dependent ane-
mia and without skin lesions.

A 68-year-old woman presented with a two-
month history of asthenia, anorexia, fever and sig-
nificant weight loss. Forty-five days later she related 
an acute episode of dizziness, dyspnea and mental 
confusion. she went to an emergency medical service 
and received two units of packet red cells. one week 
later, she had another similar episode and had been 
transfused again. Thus, she was referred to us and 
admitted in the Department of Clinical Medicine in 
october 2010 to diagnosis elucidation.

The patient was a former heavy smoker. on phys-
ical examination, she was pale, the pulse was 120 bpm 
and the blood pressure was 180/80 mmHg. Abdomi-
nal examination revealed a palpable liver 5 cm from 
the right costal margin, fibro-elastic consistency, and 

a hard splenomegaly 6 cm from the left costal mar-
gin. There were no palpable lymphoid nodes or skin 
lesions. on admission, a complete blood count 
showed hemoglobin of 32 g/l, white blood cell count 
of 1.0  109/l and platelets count of 59.0  109/l. The 
levels of serum conjugated and total bilirrubin, lac-
tate dehydrogenase, alanine and aspartate amin-
otransferases, alkaline phosphatase, total protein 
albumin and globulin were all normal. A computed 
tomographic of abdomen and pelvis showed hepato-
megaly and splenomegaly.

A bone marrow aspiration revealed a hypercellular 
marrow infiltrated by 87% of small to medium-sized 
cells, high nucleus-cytoplasm ratio, nucleus with reg-
ular shape displaying a moderately dispersed chroma-
tin and inconspicuous nucleoli; the cytoplasm was 
basophilic and agranular. There were few cells with 
cytoplasmic microvacuoles (Figure 1). The sudam-
Black staining was negative. The cytogenetic analysis 
by G-banding was not possible due to an insufficient 
number of metaphases. The multiparameter flow 
cytometry analysis was performed in a Coulter EPiCs 
flow cytometer. Cells were stained with a panel of 
monoclonal antibodies using the erythrocyte lyse-
wash preparation method. The immunophe nothyping 
of malignant cells showed the typical CD4/CD56/
CD123 profile. Moreover, the malignant cells 
expressed the antigens CD7, CD45low and HlA-DR. 
The cells were negative for  T and nK lineage anti-
gens (CD1a, CD2, intracytoplasmic and surface 
CD3, CD5, CD8, CD16, TCRab), B lineage anti-
gens (CD19, CD20, CD22, CD79a), myeloid-mono-
cytic antigens (CD11c, CD13, CD14, CD15, CD33, 
CD41, CD61, CD235a, myeloperoxidase) and blast 
antigens (CD34, CD117). Based on the seminal  
publication of Feuillard et al. [3], the immunophe-
nothypic profile CD4/CD56/CD123 with low 
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expression of CD45 and without the expression of 
B-cell, T-cell, nK-cell and myeloid-monocytic cell 
antigens is specific to BPDCn diagnosis and it is not 
observed in any other form of acute leukemia.

The patient had an initial good response to 
CHoP-modified regimen (mitoxantrone instead of 
doxorrubicin), but evolved with neutropenia and 
severe sepsis. she died 45 days after the diagnosis.

The BPDCn is a rare disease accounting for 
only 0.7% of all primary cutaneous lymphomas 
[5]. The neoplasm is present in the skin in practi-
cally all cases and, in fact, cutaneous involvement 
can be considered a hallmark of the disease [1]. 
Hence, in an extensive review published in the last 
years, Petrella et al. [6] analyzed the data of more 
than 100 patients with the diagnosis of BPDCn 
that have been reported in the literature and con-
cluded that more than 94% of them manifested 
with cutaneous lesions. After that, series of cases 
have confirmed the intense tropism of the disease 
to the skin [5,7–10]. Recently, Tsagarakis et al. [4] 
have reported, over a 12-year-period, only six 
patients with BPDCn without cutaneous involve-
ment in a series of 26 patients and Jegalian et al. 
[9] have reported seven of 29 pediatric patients 
with no skin manifestations. Based on these avail-
able data, there are probably less than 20 cases of 
patients with the diagnosis of BPDCn without 
cutaneous involvement published in the literature.

There is scarce information about the response to 
therapy of BPDCn cases without cutaneous involve-
ment. in this manner, Jegalian et al. [9] reported the 
outcome of 29 pediatric patients with BPDCn treated 

with different chemotherapy regimens. interestingly, 
seven patients with no skin manifestations survived 
(100% survival, median follow-up six months) and, 
in contrast, only 11 of the 18 children with cutaneous 
involvement at presentation and with follow-up data 
available survived (61% survival). However, provided 
that the chemotherapy regimen applied to patients 
without skin lesion was more aggressive, it was not 
possible to conclude about the biological significance 
of the absence of skin disease to the prognosis of pedi-
atric patients with BPDCn. Hence, if BPDCn cases 
without cutaneous involvement are a different bio-
logical form or just an uncommon variant of a rare 
disease is presently not known.

Given the extreme rarity of this presentation and 
the very small number of cases published in litera-
ture, case reports touching clinical features, immu-
nophenothypic characteristics and response to 
treatment are useful to give more information about 
BPDCn cases without cutaneous involvement.
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Targeted therapy in cancer care – A critical snapshot
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“To be sure of hitting the target, shoot first, and call 
whatever you hit the target.” Ashleigh Brilliant 
(English author and cartoonist, b. 1933).

invariably, each story of success in cancer therapy 
has taught us an important lesson that cuts across all 
therapeutic anticancer modalities. This lesson is the 
sombre fact that each anticancer breakthrough has 
its share of side effects and toxicities. in simple terms, 
anticancer therapies act not only on cancer cells but 
on normal tissue cells as well.

in the context of medical oncology, the search for 
having an agent which kills only the tumour cells and 
spares the normal tissues has therefore been on the 
cards for a long time. in the present day, no oncology 
conference or seminar is complete without special 
sessions on targeted therapy. The term “targeted 
therapy” got a buoyant headstart by the fairytale suc-
cesses met in treating chronic myeloid leukaemia 
(CMl) and gastrointestinal stromal tumour (GisT) 
by imatinib [1]. The dramatic responses with these 
magic bullets were inspiring indeed. But it was soon 
realised that these breakthroughs were “case reports” 
in the broader perspective of overall cancer care. Mil-
lions of dollars have since been spent in pursuit of 
other targets and finding agents to attack these tar-
gets, with miniscule success. invited speakers in 
meetings, reputed researchers in reviews and even 
the lay media talk about the success achieved so far 
and the way forward [2]. But simple queries as to 
why a sizeable percentage of patients receiving these 
drugs still relapse (or those not receiving the drugs 
remain disease free) have no clear answers. Despite 
the promise of the new generation of molecularly 

targeted drugs, intrinsic and acquired resistance is 
proving to be as problematic as with cytotoxic drugs 
[3]. oncologists talk about the lessons learnt and the 
way to find an “enriched” population that shall 
 benefit from these agents. The focus seems to be on 
finding the subgroups that shall benefit most with the 
targeted therapy agents. Clearly, the mandate has 
moved from making a therapeutic molecule for an 
existing target to using the available agent for fitting 
some indication in some subgroup.

it is hard not to compare the present state of tar-
geted therapy to a nearly equivalent scenario in radia-
tion oncology. Radiation oncology has become ever 
more sophisticated and technologically advanced in 
recent years. The traditional low energy orthovoltage 
machines have become a curiosity. Cobalt machines 
which replaced the othovoltage machines have them-
selves bowed out to elegant and sophisticated linear 
accelerators (lA). lA’s in turn have undergone radi-
cal (and almost biannual!) metamorphosis from 
machines capable of shaping out simple square or 
rectangular 4 MV/6 MV beams to the current versions 
which boast of Multileaf collimators, arc treatment, 
asymmetric jaws, dynamic motion and image guid-
ance capabilities. All this, again, comes at a price [4].

Two core issues still remain. one, radiotherapy, 
akin to chemotherapy (and targeted therapy) is far 
away from a stage where radiation would affect only 
the tumour cells, completely and immaculately spar-
ing normal cells. secondly, while newer imaging 
modalities in radiology have improved Gross Tumour 
Volume (GTV) imaging, serious issues regarding con-
touring of microscopic disease Clinical Target Volume 
(CTV) and the final Planning Target Volume (PTV) 
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