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« Pic < IgA Kappa

Patient 42 ans

Septembre 2011:
« gonflement palpébral »

Mai 2012:

— 7 kg

— Fiévre vespérale: 38,5° C
— Ggl cerv. /axil.<1 cm
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- 1gA: 9 grll, IgG: 12gr/l, IgM: 0.4 gr/l
. Ratio K/%: 1.8 (N<1.8)
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IRM orbitaire
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.Biopsie Ostéomédullaire
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Biopsie Orbite
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Cas clinique n’ 1

1. Lymphome orbitaire

2. Maladie associée aux IgG4

3. Xanthogranulomatose nécrobiotique
4. Sarcoidose

5. Histiocytose cristalline de surcharge
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Abstract

e report a case of crystal storing histiocytosis (CSH) of the upper lip and cheek in a 51-year-old

oman and review the clinicopathologic features of 80 cases in the literature. These occurred i
41 men and 39 women with a respective mean age of 59 and 61 years (range 17-81 years). Forty
six patients (58%) had localized CSH, and, of these, 16 (35%) occurred in the head and neck, wit
the most common site being the eye/orbit. The remaining 34 patients (42%) had generalized CS
primarily involving bone marrow, liver, lymph nodes, spleen and/or kidney. Regardless of whethe

the CSH was localized or generalized, the vast majority of patients (90%) had an underlying
lymphoproliferative or plasma cell disorder, especially multiple myeloma, lymphoplasmacytic
lymphoma, or monoclonal gammopathy of undetermined significance. In 7 cases (8.8%), the CSH=
as associated with a variety of benign disorders, often with an inflammatory background, and na
evidence of a clonal lymphoproliferative or plasma cell disorder. Treatment and prognosis varied
according to the underlying disease. A classification of CSH based on etiology and/or associated®
disease and chemical composition of the crystal is proposed, rare non-immunoglobulin variants
dof CSH are discussed, and a differential diagnosis of other potentially confusing lesions is
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