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

promotes explosion of new clinicopathologic entities

2019
PLAGusion
2017 Myxoid LMS
ZC3H7B::BCOR
fusion PGRfusion
2001 2012 HGESS Epithelioid LMS
JAZF1::SUZ12 YWHAE::NUTM2
fusion fusion BCORTD GREB1usion
LGESS HGESS HGESS UTROSCT
2006 2014 2018 2021
PHFIfusion EZHIPfusion NTRKfusion BCORL1usion
LGESS LGESS fibrosarcoma HGESS

LGESS: lowgrade endometrial stromal sarcoma

HGESS: higlgrade endometrial stromal sarcoma

LMS: leiomyosarcoma

UTROSCT: uterine tumor resembling ovarian sex cord tumor
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2013: ZC3H7B::BCOR fusion is detected in ESS but its association

with phenotype remains unknown

GENES, CHROMOSOMES & CANCER 52:610-618 (2013)

Fusion of the ZC3H7B and BCOR Genes in Endometrial
Stromal Sarcomas Carrying an X;22-Translocation

1% Jim Thcvrsen,"2 Ludmila Gorunova\,"2 Lisbeth Halugchm,"2 Bodil Bierkehagen,3

'24 and Francesca Micci'?

loannis Panagopoulos,
Ben Davidson,“ Sverre Heim,

Case 1 Case 2

D ZC3H7B exon 10 exon8 BCOR
|GACACGAGGCTCOC TG G ACRAACCT GACTCCT TCATGFECGAGTATAGT GT TG GAAACAAGCACCG TG ATCCCTTTG

mmdumJn.mmhnunmhmhnmJ.mmmmm.lmm

ThrArgGlySerLeuAspLysProAspSerPheMetGlyGluTyrSerValGlyAsnLysHisArgAspProPhe

E BCOR exon 7 exon 11 ZC3H7B
|AGGAGGCCAT TGCAGAACAGAACGAAAGTGAGAGATA GGAGACCAAC TCACAGGACCACCGTCCCCC TAGE |

A“A“m“n.hAMmAhulMAhhlhhnmhm“mnhmmh

Glu AlalleAlaGlu Glu Asn Glu Ser Glu Arg End
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ZC3H7B::BCOR fusion suggests new HGESS subtype often

mimicking myxoid LMS

ORIGINAL ARTICLE

Novel High-grade Endometrial Stromal Sarcoma
A Morphologic Mimicker of Myxoid Leiomyosarcoma
Lien N. Hoang, MD,* Amandeep Aneja, MD,* Niamh Conlon, MD,7 Deborah F. Delair, MD,*
Sumit Middha, PhD,* Ryma Benayved, PhD.* Martee L. Hensley, MD.} Kay J. Park, MD,*

Travis J. Hollmann, MD.* Meera R. Hameed, MD,* Cristina R. Antonescu, MD,* 1
Robert A. Soslow, MD,* and Sarah Chiang, MD*

| |case1  |Case2  [Case3 |
CD10 Diffuse + Diffuse + Diffuse +
ER/ PR Diffuse + - -

B R LN R N
PRGN

SRR
\;,‘ v
SMA Focal + - Focal + 2 :
Initial diagnoses ESS with LG and  UUS with features Myxoid LMS
HG features of ESS and myxoid
LMS Melanoma
Myxoid LMS

ZC3H7B::BCOR  ZC3H7B::BCOR  ZC3H7B::BCOR

MSK Solid Fusion Foundation One MSK Solid Fusion
(35 genes) (28 genes) (35 genes) 3
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ZC3H7B::BCOR fusion confirms new subtype of HGESS with

distinctive morphology
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ZC3H7B-BCOR high-grade endometrial stromal
sarcomas: a report of 17 cases of a newly
defined entity
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Bland spindle cells and myxoid matrix are common features of

ZC3H7B::BCOR fusion HGESS

Myxoid stroma Cytologic atypia Vasculature
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