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Acute adult T-cell leukemia/lymphoma (ATL) presenting with
cutaneous purpuric lesions: A rare presentation
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To the Editor,

Adult T=cell leukemia/lymphoma (ATL) is an aggres-
sive mature T-cell malignancy associated with the
human T-cell lymphotropic virus type I (HTLV-I). It
is generally characterized by a short survival time and
poor response to chemotherapy [1]. ATL has been
classified clinically into five distinct types: acute,
chronic, lymphomatous, smoldering and primary
cutaneous tumoral types [2,3]. The disease affects
the skin in 43-72% of cases and may present as
erythroderma, plaques, papules and, less frequently,
as nodules and tumors [3]. Specific purpuric lesions
as a primary manifestation of the disease are rare. To
the best of our knowledge, only nine cases of diffuse
purpuric lesions resulting from ATL cell infiltration
have been reported up to the present moment and
all of these cases occurred in Japan (Table I), four in
cases of acute ATL and four in smoldering ATL. In
the remaining case, no information was available
[4-6]. The present report refers to a case of acute
ATL in which the patient presented with large, dis-
seminated purpuric skin lesions constituting the only
cutaneous manifestation of disease.

An 87-year-old male patient, born and living in
Salvador, Brazil, presented with disseminated cuta-
neous purpuric papular lesions on his trunk, limbs
and palm over the previous 45 days, that had con-
verged to form infiltrated plaques (Figure 1). At pre-
sentation, the purpuric lesions appeared to be the
only manifestation of the disease; however, the patient
then went on to develop enlarged inguinal lymph
node. He also complained of loss of appetite and

weight loss. He was HTLV-1 positive, as detected by
enzyme-linked immunosorbent assay (ELISA) and
confirmed by polymerase chain reaction (PCR),
HIV-negative, and had been breastfed for five years
as a baby. Laboratory tests revealed leukocytosis
(63 200/mm?), lymphocytosis (38 600/mm?), throm-
bocytopenia (31 000/mm?), a marked increase in
lactate dehydrogenase to 4.5 times the upper normal
limit, slightly elevated levels of creatinine and normal
levels of blood urea nitrogen and serum calcium.
Blood smear examination revealed 26% of flower
cells. A peripheral blood sample was analyzed using
flow cytometry and cell surface markers indicated
that 84% of the atypical cells were CD3%, CD4",
CD7~ and CD25". Skin biopsy showed Pautrier’s
abscesses with atypical lymphocytes and a dense
infiltration of medium-sized and pleomorphic lym-
phocytes in the upper and middle dermis (Figure
2A). Some extravasated erythrocytes were found
amidst the neoplastic cells (Figure 2B). Evaluation
using Perls’ iron stain revealed small foci with hemo-
siderin deposition. No vasculitis was observed. The
lymphocytes were OPD4%, CD3", CD4", CD5™,
CD7-,CD87,CD20, CD25" and CD79a". Ki-67
proliferation index was 50%. Morphologically, this
pattern is similar to that of peripheral T-cell lym-
phoma, not otherwise specified. Considering the
clinical, laboratory and pathological characteristics
of the present case, a diagnosis of acute ATL was
made. No other skin lesions were observed during
the course of the disease. The patient was given inter-
feron-o. for 20 days but failed to respond to treatment.
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Table I. Reports of adult cell leuykemia/lymphoma with specific
purpuric lesions.

Authors Age Sex ATL Forms
Okada et al. 2007 [4] 62 F Acute
Tabata et al. 2007 [6] 76 M Smoldering
Shimauchi et al. 2005 [5] 78 F Acute
Shimauchi et al. 2004* 78 M Unknown
Adachi et al. 2003* 62 M Acute

74 M Smoldering
Masada et al. 1999* 53 F Smoldering
Katahira et al. 1992* 34 M Acute
Fukatani et al. 1989* 55 M Smoldering
Present case 87 M Acute

“References from Okada et al., 2007.

He died of pneumonia one month after being admit-
ted to hospital.

This case was classified as acute ATL due to the
high lymphocyte counts, the presence of high lactate
dehydrogenase levels and the circulating flower cells,
a feature considered pathognomonic of acute ATL
[8] and because histologic findings were indicative of
peripheral T-cell lymphoma, not otherwise specified.
Furthermore, cell surface phenotype analysis of lym-
phocytes by flow cytometry and immunohistochem-
istry of the skin biopsy showed a result of CD3",
CD4*%,CD77,CD8 and CD25%, a phenotype clas-
sically considered representative of ATL [7]. Periph-
eral T-cell lymphoma, not otherwise specified is the
most common histological pattern observed in ATL
[1]. However, this patient had no hypercalcemia, a
characteristic commonly found in the acute form of
the disease.

As a primary manifestation of the disease, purpu-
ric lesions due to ATL cell infiltration are very rare,
although they are sometimes found as secondary
lesions in acute ATL due to the thrombocytopenia
that is often seen in this form of the disease [4,8].

Figure 1. Purpuric plaques and papules in trunk and arms.

Figure 2. Skin biopsy showing: A. Pautrier microabscesses (arrows)
with pleomorphic and medium lymphocytes also present in the
superficial and medium dermis. HE, X 100; B. The dermal neoplastic
infiltration with extravasated erythrocytes (arrows). HE, X 320.

Of the 52 cases of ATL detected in Bahia, Brazil in
which presentation was cutaneous, it was only in the
current case that specific purpuric lesions were found
[3]. Considering that the lesions in this case were
infiltrated and certainly specific, and that the patient
presented with marked thrombocytopenia, these
lesions may have occurred due to the lymphomatous
infiltration associated with thrombocytopenia.
Although other factors may be involved in the hem-
orrhagic process, it is very likely that this may be a
result of cytokines produced by tumor cells.

It has already been documented that in ATL,
CD25" tumor cells have the potential to produce
cytotoxic molecules such as granzyme B, the secre-
tion of which leads to vessel destruction [5].

Acute ATL is one of the most severe forms of the
disease and one that requires prompt diagnosis to
ensure that appropriate therapy is initiated as early
as possible. The median survival time of patients with
acute ATL varies from four to six months [1,2].
However, in the present case, the patient survived
only four weeks after diagnosis and there was insuf-
ficient time for the treatment to be effective. Now-
adays, the treatment of choice is IFN-0/AZT, a
therapeutic regimen that has led to a considerable
improvement in patients’ prognosis [9].

Considering that the skin is often involved in the
different types of ATL, skin lesions may represent the
first sign of the disease. It is important for ATL to
be taken into consideration in the differential diag-
nosis of infiltrated purpuric lesions with no other
manifestation. Clinicians need to be informed of
these characteristics and laboratory analysts need to
be aware that flower cells in peripheral blood may
represent an early feature of acute ATL [10].
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