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Dear Editor,

We would like to describe the second case of Gaucher's disease and littoral cell angioma (LCA) association.

A 12-year-old boy was admitted for diffuse abdominal pain predominant on the left hypochondrium 15 days after a bike fall. Physical examination revealed a splenomegaly. Abdominal ultrasonographic examination showed a subcapsular splenic hematoma and an enlarged spleen containing several nodular lesions measuring up to 15 mm. Then a splenectomy was performed.

Gross examination showed 10 nodular formations with diameters up to 1.5 cm scattered in the splenic tissue, appearing like vascular proliferations. Our histological and immunochemical studies allowed establishing the diagnosis of littoral cell angiomas of the spleen associated with Gaucher's disease (Fig. 1).

LCA is a very rare benign primary vascular tumor of the spleen. It occurs exclusively in splenic tissue with no sex nor age predilection, and is most often asymptomatic but sometimes associated with hypersplenism, abdominal pain or enlarged spleen. Clinical and radiological presentations of these tumors may be confused with other etiologies of nodular splenomegaly like metastasis, lymphomas, abscess, sarcoidosis, hematological tumors.

Macroscopically LCA appears like a solitary or more often multiple, spongy, blood-filled and wellcircumscribed nodules. Histologically, these lesions are well delineated but not encapsulated and shows anastomosing narrow vascular channels interspersed with dilated vascular spaces. Blood-filled spaces are lined by a single layer of tall endothelial cells while another population of larger cells floats into the lumen [START_REF] Kutok | Splenic vascular tumors (2003)[END_REF]. Additional features consist in hemophagocytosis and hemosiderin deposition [START_REF] Kutok | Splenic vascular tumors (2003)[END_REF]. Immunochemical studies usually shows immunoreactivity of smaller cells for CD31, factor VIII-related antigen but not for CD34 or CD8, while larger cells are positive for histiocytic markers such as CD68, sometimes focally for CD31 and not for CD34, CD8 or factor-VIII related antigen [START_REF] Arber | Splenic vascular tumors: a histologic, immunophenotypic, and virologic study (1997)[END_REF].

Gaucher's disease is a lipid storage disorder characterized by accumulation in the cytoplasm of macrophages of cerebroside due to deficiency of an enzyme, the glucocerebrosidase [START_REF] Gupta | Littoral cell angioma of the spleen in a patient with Gaucher's disease (2001)[END_REF][START_REF] Rogowski | Automated system to detect low-grade underlying inflammatory profile: Gaucher disease as a model (2005)[END_REF] Gupta and al. suggested a possible pathophysiologic association linking these two diseases [START_REF] Gupta | Littoral cell angioma of the spleen in a patient with Gaucher's disease (2001)[END_REF]. In fact, Gaucher's disease often involves the spleen, creating local inflammatory stimulation due to glucocerebroside deposit and this local inflammatory stimulation could lead to littoral cell angioma [START_REF] Gupta | Littoral cell angioma of the spleen in a patient with Gaucher's disease (2001)[END_REF]. Furthermore as previously described [START_REF] Rogowski | Automated system to detect low-grade underlying inflammatory profile: Gaucher disease as a model (2005)[END_REF], a chronic systemic inflammatory state demonstrated by high level of fibrinogen, Creactive protein, and accelerated erythrocyte sedimentation rate is encountered in Gaucher's patients that could contribute to the pathogenesis of LCA.

Other mechanisms could be involved, as suggested by a study reporting high serum levels of M-CSF (Macrophage Colony Stimulating Factor) in type I Gaucher's disease [START_REF] Hollak | Elevated levels of M-CSF, sCD14 and IL8 in type 1 Gaucher disease (1997)[END_REF]. These data support an interesting pathogenesis mechanism to explain the association of littoral cell angioma and Gaucher's disease because of the double histiocytic/endothelial phenotype. According to these findings, M-CSF may stimulate proliferation of littoral cells.

LCA and Gaucher's disease are two rare pathological entities, without pathogenic link known. This second case report underlines the possibility of a non probabilistic link between these two conditions. These two observations could suggest this association may be the consequence of the local or systemic inflammation state or either high serum level of MCSF in Gaucher patients [START_REF] Gupta | Littoral cell angioma of the spleen in a patient with Gaucher's disease (2001)[END_REF]. Physicians should be informed of such possibility in Gaucher's patient management. 
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 1 Fig.1 : Vascular channels lined by a double population of large cells and smaller lining cells. Prominent
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