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TABLE 1. Malignant Renal/Perirenal Solitary Fibrous Tumor

Case Age (v)/Sex Location Tumor Size (¢cm) IHC Positive IHC Negative

I 30/F Kidney 10 BCOR, STAT6. CD99 (focal), CD34 (focal) S100, Desmin, HMB45, Melan
2 40/M Kidney 18.5 BCOR, CD99 (focal) L‘Sﬁ?ﬁfxnin. HMB45, PAXS,
3 62/F Kidney 26 BCOR., STAT6, CD34 (focal) [};]Iﬂ[i]n. Actin, S100, CDI117,

4 48/M Kidney 10 BCOR, STAT6. CD99 CDHST.BE‘;G. HMB45, Melan

A, S100, Desmin,
Cytokeratin, PAXSE
5 46/F Perirenal NA BCOR., STAT6, CD99 (focal) CD34, CD31, HMB45, Melan

A, S100, Desmin, Cytokeratin

Findicates female; THC, immunolistochemistry; M, male; NA, not available.

1) Fra W AIBCOR (FRigHR+)

2) ABISTAT6 (1%+) , B2 AKRE R

3) FrEHAIS100, Desmin, HMB45 (-)
4) 2(|CD34 (Japkt+) 5 3B
5) 4%ICD99 (+)
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FIGURE 1. Malignant SFT of the kidney (case 1). This is a cellular neoplasm (left) separated from the kidney (right) by a fibrous pseudocapsule (A). The neoplasm is composed of

monomorphic round to epithelioid cells with scant pink cytoplasm (B). Multiple areas demonstrate small mucoid cysts, similar to those seen in CCSK (C, D). The neoplasm demonstrated

diffuse nuclear labeling for BCOR (E), but also showed diffuse nuclear labeling for STAT6 (F), supporting the molecular finding of a NAB2-STAT6 gene fusion.
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FIGURE 2. Malignant SFT of the kidney (case 2). This is a highly cellular renal neoplasm with a primitive small blue round phenotype (A—C). There are vague nodular variations in cellularity (B). The

neoplasm demonstrated diffuse strong nuclear labeling for BCOR (D) suggesting a diagnosis of cellular CCSK. The neoplasm demonstrated a NAB2-STAT6 gene fusion, supporting the diagnosis of SFT.
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FIGURE 3. Malignant SFT of the kidney (case 3). This is a cellular neoplasm composed of bland ovoid to epithelioid cells with thin strands of ropy collagen (A). High power examination reveals a uniform

branching capillary vasculature supporting nests and cords of neoplastic cells with indistinct cytoplasm and fine chromatin, suggestive of CCSK (B, C). The neoplasm is negative for CD34 (D), and

demonstrates strong diffuse nuclear labeling for BCOR (E). The neoplasm demonstrates strong diffuse nuclear labeling for STAT6 (F), supporting the molecular finding of a NAB2-STAT6 abnormality.
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FIGURE 4. Malignant SFT of the kidney (case 4). This an undifferentiated sarcoma centered in the renal pelvis. Note the renal medullary tissue present at the lower left and the renal
pelvic urothelium at the upper right (A). The neoplasm permeates the renal sinus fat in a diffuse manner (B). The neoplasm consists of undifferentiated small round blue cells, with

focal clustering (C) but a predominant diffuse sheet-like growth pattern (D). The neoplasm demonstrates strong diffuse nuclear immunoreactivity for BCOR (E) and weaker but tumor

cell-specific nuclear labeling for STAT6 (F).
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branching vasculature, highly suggestive of CCSK (A, B). The neoplasm demonstrates strong nuclear labeling for BCOR (C), also suggesting CCSK. The neoplasm demonstrates strong

diffuse nuclear labeling for STAT6 (D), supporting the RNA-Seq findings.
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FIGURE 6. BCOR and STAT6 expression in SFT. A and B, Targeted RNA-Seq showing marked upregulation of BCOR (A) and STAT6 (B) in 4 SFT study cases (orange) versus
other sarcoma types (gray box-plot). C and D, Expression profiling using the Affymetrix U133 A platform showing upregulated BCOR (C) and STAT6 (D) in 23 SFT (various sites

and risk of malignancy) (green box-plot) compared with a set of 34 soft tissue sarcomas spanning 7 common histotypes (gray box-plot).
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