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Rosai-Dorfman disease of soft tissue
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Rosai-Dorfman disease (RDD) is a benign proliferative histiocytic disorder of unknown etiology, which typi-
cally manifests as lymphadenopathy and systemic symptoms. Lymph node involvement is typical, but soft
tissue RDD without nodal or systemic involvement is extremely rare. We report on a case of soft tissue
RDD in a 16-year-old girl with a palpable mass on her buttock. It was firm, mobile, and discrete without
tenderness. Excisional biopsy was performed, then RDD was confirmed histologically. RDD is a non-neo-
plastic disease that should be considered in the differential diagnosis of other soft tissue tumors. While
the optimal treatment for extranodal RDD remains controversial, surgical excision is typically curative.
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Fig. 1. A whitish tan firm multinodular mass involving soft tissue
is observed in the buttock region.

Fig. 2. (A) Low-power view shows nodular appearance with archi-
tectural effacement (H&E stain, X20). (B, C) High-power view
shows numerous histiocytes with multinucleated giant cells and
other inflammatory cells (H&E stain, B x100; C x200). (D) The
aggregation of mature plasma cells is impressive (H&E stain,
x400).
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Rosai-Dorfman disease of soft tissue

Fig. 3. Many histiocytes have numerous intact inflammatory cells
in their cytoplasm (emperipolesis, arrow) (H&E stain, x400).
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Table 1. Clinical information from published reports on 36 patients with soft tissue Rosai-Dorfman disease

Study No. of Sex Age Location Presenting Sur.gl.cal Progress
Person symptoms excision
Suster et al, 1 F 72 Lateral upper arm, Subcutaneous No 7 yr, spontaneous resolution
1988 [10] middle third of thigh nodules
Montgomery et al, 13 F: 10 27-66 Extremities: 7, trunk: Papules and nodules 7 cases Mean 19 mo (2-52 mo), 8
1992 [9] M: 3 (mean: 49) 5, head and neck: 1, otherwise not cases: no recurrence, 4 cases:
retroperitoneum: 1 reported persistence & recurrence, 1
cases: not reported
Govender et al, 1 F 34 Chest wall Superficial firm mass Yes 6 mo, no recurrence
1997 [8]
Child et al, 1 F 36 Posterior thigh Hyperpigmented No 12 mo, no recurrence
1998 [11] plaque; pain
Quaglino et al, 1 F 70 Skin of arms, face, Nodules Not Not reported
1998 [12] buttocks reported
Huang et al, 1 F 43 Medial upper arm  Paresthesia of Yes 12 mo, no recurrence,
2001 [13] forearm hypoesthesia on lesion
Brenn et al, 22 F: 14 15-68 Extremities: 5, trunk: Papules and nodules; 6 cases Mean 17 mo (6-144 mo), 6
2002 [7] M: 8 (mean: 43) 14, head and neck: 8 enlarging lump; pain cases: remission, 7 cases: per-
sistence, 2 cases: recurrence,
otherwise not reported
Kong et al, 23 F:8 21-70 Extremities: 13, trunk: Papules and nodules; 8 cases Mean 20 mo (2-55 mo), 8
2007 [5] M: 15 (mean: 48) 11, head and neck: 5 tenderness; subcuta- cases: no recurrence, 6 cases:
neous mass; fever; remission, 6 cases: persistence
pruritus & recurrence, 3 cases: not
reported
Potts et al, 1 F 31 Right forearm Firm, hyperpigmen- Yes 3 mo, no recurrence
2008 [14] ted mass
Molina-Garrido etal, 1 M 43 Parieto-occipital Red-yellow nodule, Yes 3 mo, no recurrence
2011 [15] cutaneous lesion pain in inferior
maxillary area
Shi et al, 1 F 45 Face, neck, Papulonodular No 5 wk, partial regression
2011 [16] extremities plaques
Komaragiri et al, 1 F 56 Right medial thigh; Enlarging mass; knee Yes 9 mo, no recurrence on right
2013 [6] left medial thigh joint pain but new lesion on left
Our case 1 F 16 Left buttock Enlarging mass Yes 3 mo, no recurrence
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