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Pathologists make discoveries through observation

Part 1
ɆNew clinicopathologic 

entities

Part 2
ɆTherapeutic targets and 

clinical biomarkers

Part 3
ɆBench to bedside

microscope
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fusion
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EZHIPfusion

LGESS

2017

ZC3H7B::BCOR 
fusion

HGESS

BCORITD

HGESS

2018

NTRKfusion

fibrosarcoma

2019

PLAG1fusion

Myxoid LMS

PGRfusion

Epithelioid LMS

GREB1fusion

UTROSCT

2021

BCORL1fusion

HGESS

LGESS: low-grade endometrial stromal sarcoma
HGESS: high-grade endometrial stromal sarcoma
LMS: leiomyosarcoma
UTROSCT: uterine tumor resembling ovarian sex cord tumor

Part 1: Morphologic correlation with next-generation sequencing (NGS) 

promotes explosion of new clinicopathologic entities
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2013: ZC3H7B::BCOR fusion is detected in ESS but its association 

with phenotype remains unknown
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ZC3H7B::BCOR fusion suggests new HGESS subtype often 

mimicking myxoid LMS 

Case 1 Case 2 Case 3

CD10 Diffuse + Diffuse + Diffuse +

ER/ PR Diffuse + - -

Desmin - Focal + -

SMA Focal + - Focal +

Initial diagnoses ESS with LG and 
HG features

Myxoid LMS

UUS with features 
of ESS and myxoid 
LMS

Myxoid LMS

Melanoma

Fusion ZC3H7B::BCOR

MSK Solid Fusion 
(35 genes)

ZC3H7B::BCOR

Foundation One 
(28 genes)

ZC3H7B::BCOR

MSK Solid Fusion 
(35 genes)
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ZC3H7B::BCOR fusion confirms new subtype of HGESS with 

distinctive morphology

Permeative Infiltrative Expansile
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Bland spindle cells and myxoid matrix are common features of 

ZC3H7B::BCOR fusion HGESS

Myxoid stroma Cytologic atypia Vasculature


