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Abstract Intravascular histiocytosis is a rare condition characterized by the aggregate of
histiocytes within dilated dermal vessels. The diagnosis is mainly histophatological and
immunohistochemical. We describe a case of a 55 year-old female patient presenting ery-
thematous/purple patches on the breasts, back and limbs. She previously presented ductal
carcinoma in the right breast in 2006 which was treated with mastectomy and proceeded to
silicone breast implant in 2009. Clinical hypothesis was telangiectatic metastatic carcinoma.
Histopathology showed vascular ectasia, thrombosis and recanalization of upper dermis small
vessels. On immunohistochemistry, intravascular cells were CD 68+ and negative for estrogen
and progesterone receptors, CK7, EMA and AE1/AE3 and endothelial cells were CD64+, leading
to the diagnosis of intravascular histiocytosis.

© 2020 Sociedade Brasileira de Dermatologia. Published by Elsevier Espana, S.L.U. This is an
open access article under the CC BY license (http://creativecommons.org/licenses/by/4.0/).

Introduction vessels of the dermis. It can be primary or secondary to
systemic diseases such as rheumatoid arthritis and metallic

Intravascular histiocytosis is a rare condition characterized ~ Prosthesis. The pathogenesis of the disease is still unclear.
by the presence of histiocytes within the dilated lymphatic

Case report
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A 55 year-old female patient referred the onset of assymp-
tomatic erythematous/purple patches in the breasts with

Dermatol. 2020:95:344—7 progression to the back and proximal limbs one year and
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Figure 1

Erythematous/purple patches on the breasts, back and limbs.

Figure 2

(A) Ectasia, thrombosis and recanalization of upper dermal vessels and the presence of histiocytoid cells inside of those

vessels, (Hematoxylin & eosin, x100). (B) Detail of the histiocytoid cells, (Hematoxylin & eosin, x400).

breast carcinoma and three cutaneous biopsies were per-
formed in the left breast and one in the right thigh. The
histopathology revealed ectasia, thrombosis and recanaliza-
tion of upper dermal vessels and the presence of histiocytoid
cells inside of those vessels (Fig. 2). The intravascular cells
were negative for estrogen and progesterone receptors,
CK7, EMA and AE1/AE3 in the immnunohistochemistry, which
excluded the hypothesis of telangiectatic metastatic breast
carcinoma. The endotelial cells were CD34 positive (Fig. 3).
The CD68 antibody was then utilized and was positive in
the intravascular cells, confirming the histiocytoid origin
and leading to the diagnosis of intravascular histiocytosis
(Fig. 4).

Discussion

Intravascular histiocytosis is a rare condition first described
in 1994. It is characterized by the presence of histio-
cytes within the dilated lymphatic vessels of the papillary
and reticular dermis.”? Since 2003, the disease has
been included on the spectrum of reactive cutaneous
angiomatosis, as well as reactive angioendotheliomatosis.
Intravascular histiocytosis may be primary or secondary
mainly to rheumathoid arthritis, but also to other inflam-
atory diseases such as Crohn’s disease, dermatomyositis
and monoclonal gammopathy, metallic prosthesis, chronic
infections and neoplasms, specially breast cancer. However,
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Figure 3 Immunohistochemistry CD 34 (400x): positive in the
endothelial cells.

Figure 4  (A) Immunohistochemistry CD68, 200x: positive in
the intravascular cells. (B) Detail of (A) (400x).

there are cases showing association with colorectal cancer,
melanoma, vulvar necrosis and osteoarthrosis."?

The disease affects mostly women with 17-87 years
old (65 years, mean age). The cutaneous lesions are most
commonly limited and presented as erythematous/purple
macules or pacthes or with livedo reticular like lesions in
the limbs or trunck. They are rarely disseminated. In cases
associated with rheumathoid arthritis, metallic prosthesis
and osteoarthrosis, the lesion appeared near the joint and
in cases associated with breast cancer, they appeared on the
scar of the mastectomy.’?

The pathogenesis remains nuclear,” however the findings
suggest that the key to the pathogenesis can be the migra-
tion of histiocytes caused by the surrounding inflammatory
reaction. Requena et al. postulated that intravascular
histiocytosis would be caused by congenital or acquired lym-
phangiectasy or lymphatic obstruction, by trauma, surgery,
radiation or infections.?>° Other hypothesis is that chronic
inflammation would lead to stasis and more exposition to
antigens that would stimulate proliferation and aggrega-
tion of histiocytes within lymphatic vessels. The role of
TNF is being taking in into account because of the disease’s
association with rheumathoid arthritis and other disorders
associated with histiocytes, such as multicentric reticulo-
histiocytosis and intersticial granulomatous dermatites.">
The histologic findings consist of CD68+ histiocytes aggre-
gates within the dilated lymphatic vessels (podoplanin+)
in the papillary and reticular dermis. Histophatological
differential diagnosis with reactive angioendotheliomato-
sis remains controversial and some authors suggest that

they represent different aspects of the same phenomenon
in which the presence of histiocytes would lead to for-
mation of microthrombos and endothelial proliferation.?’”
Telangiectatic metastatic breast carcinoma is a rare form
of cutaneous metastasis of breast cancer that consists in
the onset of erythemathous macules with telangiectasias
or lymphangioma circumscriptum. Histopathology reveals
intravascular proliferation of tumoral cells that can be pos-
itive for estrogen and progesterone receptors.?’

The course of the disease is chronic and there is not
a specific treatment. In the secondary cases it is neces-
sary to treat the overlying disease. Some patients evolved
into cure after removal of metallic prosthesis.” %% Therapy
with infliximab, methotrexate, pentoxifiline, radiotherapy,
corticosteroids and topic tracolimus have variable response
and frequent relapses.”? Our case presented an exuberant
disseminated disease and possible association with silicone
breast implant, for its beginning in the breasts, which asso-
ciation has never been described in the literature.
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