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Tumors with complete loss of SMARCB1 expression, such as epithelioid
sarcoma, have an extremely poor prognosis. However, we have identified specific tumor group with
complete loss of SMARCB1 (myxoepithelioid tumor, MET) that have a relatively good prognosis, and
predominantly occur in the vulvar region of women. Histologically, METs are distinguishable from
epitheliosarcomas in that they are relatively well demarcated and positive for ER and PgR.
Genetically, these two tumors have significantly different mRNA profiles in cluster analysis, with
METs having significantly elevated AR as well as ER and PgR. On the other hand, epithelioid sarcomas

show high expression of tumor immune-related genes such as IDO-1, suggesting the usefulness of
immune checkpoint inhibitors.
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Case pattern formation invasion septa  cell shaped cell area (%) (/10 HPFs) cell Necrosis invasion

1 Well + + 80 1 — 0 -
demarcated

2 Relatively well  + - + 20 3 1 -
demarcated

3 Well + + 40 8 0 ~
demarcated

4 well + - + 80 12 0 -
demarcated

5 Well + + - + + 20 2 + 0
demarcated

6 Well + - + + 100 1 0
demarcated

7 Well + - - + 40 16 - 1 -
demarcated

8 Well + + &0 2 - 1 -
demarcated

9 Relatively well  + + + + 70 1 + 0
demarcated

10 Well + - - 90 10 1
demarcated

1 Well + + 30 18 1
demarcated

12 Well + + + + 80 10 1
demarcated

13 Relatively well + + 80 6 0
demarcated

14 Well . -1 5 19 0 -
demarcated

HPF, High-power field; — Absence; +, Presence; 0, No necrosis; 1, <50% tumour necrosis.
*Macroscopically, capsule formation is seen.
tMacroscopically, extracapsular invasion is not seen.
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