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Summary. A 45-year old male presented latero-cervical 
lymphoadenopathy. Biopsy revealed a malignant 
proliferation of immature "lymphoid" cells bearing T6 
antigen and HLA-DR but negative for other lymphoid 
markers, suggesting a phenotype similar to Langerhans 
cells. The patient did not receive any therapy and six months 
later developed a histologically typical malignant 
histiocytosis, involving spleen and liver. Other reported 
cases of lymphoid malignancies (two bearing the 7'6 antigen 
on blast cells) preceding malignant histiocytosis were found 
and compared with ours. Most of these cases were 
characterized by the pediatric age of the patients and were 
presented as acute leukemias exhibiting, in at least some 
of them, reliable T-cell markers. 

Our case appears to represent, on the other hand, a 
blastic proliferation of precursors of both histiocytes and 
Langerhans dendritic cells which eventually progressed to 
malignant histiocytosis. The relevance of this observation 
in the debate on the origin of Langerhans cells and the 
relationships existing between macrophages and dendritic 
cells is discussed. 
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Introduction 

Recently, dendritic cells with a low phagocyting capacity 
but extremely efficient as "accessory" antigen-presenting 
cells in cell-mediated immunity have been recognized 
(Steinman, 1981). These cells share some functional and 
phenotypical characteristics with macrophages and appear 
to derive from bone-marrow as do macrophages. 
Nevertheless, the ontogenetic relationships between these 
two cell types have not been fully elucidated. The detection 
and characterization of neoplastic proliferations of 
macrophages and dendritic cells can be of value for a better 
definition of the relationships occurring between these 
important cell types. 

We report here the case of an adult patient who 
developed a typical malignant histiocytosis (MH) six months 
after the diagnosis of lymph-node involvement by an 
immature cell proliferation which was originally thought 
to be a lymphoblastic T-cell lymphoma on the basis of 
morphology. However, when immunohistochemical 
analysis of the lymph node was performed, a reliable 
characterization of the neoplastic cells revealed the presence 
of pan-leukocyte (2D1), HLA-DR and OKT6 (CD1) 
antigens, and the lack of important T-lymphoblastic 
markers such as terminal deoxynucleotidyl transferase 
(TdT), Leu-9 (CD7), and Leu-l (CDS), this phenotype not 
being compatible with a lyrnphoblastic proliferation. 

On the basis of these data it is reasonable to consider 
the two cell populations as deriving from a unique 
neoplastic event, the first neoplasia being composed by 
OKT6 + histiocyte-precursors (possibly related to 
Langerhans cell precursors) and the latter MH cells being 
a more differentiated form. 

Several cases of association between acute leukemia 
preceding MH have been reported (Starkie et al., 1969; Clar 
and Dawson, 1969; Skarin et al., 1972; Shreiner, 1975; 














