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Erupcion macular en la pierna izquierda.

Histopatologia: estructuras vasculares de la dermis
dilatadas conteniendo células mononucleares que no
expresan marcadores endoteliales (CD34 y factor VIII), pero
si marcadores histiocitarios (MAC -387 y CDG68).
Denominaron el proceso histiocitosis intravascular vy
discutieron el diagndstico diferencial histopatologico con el
linfoma intravascular.
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Abstract: Intralymphatic histiocytosis is a rare condition charac-
terized by the presence of dilated lymphatic vessels containing
aggregates of mononuclear histiocytes (macrophages) within their
lumina. The phenomenon seems to occur almost exclusively within
the reticular dermis. Although its pathogenesis remains uncertain,
there has been speculation about the possible relationship between
intralymphatic histiocytosis and intravascular reactive angioendothe-
liomatosis. In addition, several examples historically have been
associated with rheumatoid arthritis. We describe our experience with
16 cases of intralymphatic histiocytosis. Clinically, the lesions were
located predominantly on the upper and lower limbs, and they
consisted of asymptomatic and poorly demarcated erythematous
plaques and livedo reticularis-like lesions. They were characterized
histopathologically by dilated vascular structures involving the
reticular dermis. Some of these dilated vessels had empty lumina,
whereas others contained variable number of mononuclear histio-
cytes. An inflammatory response of variable intensity from case to
case was also present in the adjacent dermis. The dilated vessels
exhibited thin walls with irregular shapes, and a single discontinuous
faver of flat endothelial cells lined their lumina. Immunohistochemi-
cally, the endothelial cells lining the dilated lumina expressed
immunoreactivity for CD31, CD34, podoplanin, D2-40, Lyve-1, and
Prox-1. which confirmed their nature as lymphatic endothelial cells.
Intralymphatic mononuclear histiocytes expressed CD68 (PGM1),
although some cases also had variable immunoexpression for
myeloperoxidase, CD31, and podoplanin. In the 4 cases that
employed double immunohistochemistry, with podoplanin + CD68
(PGM1) or with Lyve-1 + CD68 (PGMI1), each marker highlighted
their specific target cells unequivocally: the endothelial cells
expressed podoplanin or Lyve-1 immunoreactivity, and intralym-
phatic histiocytes showed CD68 (PGM1) immunoexpression. Our

findings expand on the previously described morphologic and
immunohistochemical features of intravascular histiocytosis. We also
discuss the possible relationship between intralymphatic histiocytosis
and the so-called reactive intravascular angioendotheliomatosis.
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(Am J Dermatopathol 2009;31:140-151)

he condition known as intravascular histiocytosis was first
documented in 1994 by O’Grady et al.' They described
an otherwise healthy 77-year-old woman with a nontender
erythematous rash below the left knee, which was histopath-
ologically characterized by dilated dermal vessels, some of
them containing collections of mononuclear histiocytes
(macrophages) within their lumina. The intravascular cells
expressed immunohistochemical markers for macrophagic
histiocytes (Mac 387 and Kpl), whereas the endothelial
cells of the dilated vessels stained positively with antibodies
to factor VIll-related antigen. Thus, those authors named
the condition “intravascular histiocytosis™ and discussed
the histopathologic differential diagnosis with intravascular
lymphoma.
Five years later, in 1999, Rieger et al* described 2 similar
patients, one of them with history of rheumatoid arthritis,
and speculated about the possible relationship between




HISTIOCITOSIS INTRALINFATICA
Caracteristicas clinicas

16 pacientes: 6 hombres y 10 mujeres.
Edad: 46-85 afios (media 70 afios).
Lesiones preferentemente localizadas en extremidades superiores e inferiores.
Apariencia clinica: Placas eritematosas mal delimitadas y livedo reticularis .
Enfermedades asociadas:

- 5 pacientes con artritis reumatoide

- 2 pacientes con cancer de mama

- 1 paciente con melanoma
2 pacientes con lesiones en cicatriz de protesis de cadera.
2 pacientes con lesiones en cicatriz de mastectomia.
1 paciente con lesiones bilaterales en las piernas, que desaparecieron
espontanemente en la extremidad en la que se coloco una proétesis de rodilla,
permaneciendo sin cambios en la otra extremidad.
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CD31 Expression in Intratumoral Macrophages
A Potential Diagnostic Pitfall

Jesse K. McKenney, M.D., Sharon W. Weiss, M.D., and
Andrew L. Folpe, M.D.
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