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O clinico deve saber sobre patologia dos
sarcomas uterinos:

= Multiplas entidades distintas
= Reclassificados pela WHO 2014

* Muitas pendéncias

= Raros, distintos biologicamente e com
varios diagnosticos diferenciais

" Biomarcadores uteis no diagnostico,
avaliacdo prognostica e decisoes
terapeuticas

= Fusdo JAZF1-NUTM

Fusdo YWHAE-NUTM2

BCOR

Ciclina D1

p53

IMP3
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Sarcomas uterinos (WHO 2014)
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Sarcomas uterinos (WHO 2014)
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Sarcomas uterinos (WHO 2014)
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Sarcomas uterinos

= Adenossarcoma

= Sarcoma estromal endometrial de baixo

grau

= Sarcoma estromal endometrial de alto grau

= Sarcoma uterino indiferenciado
" [ eijomiossarcoma

= Entidades raras:

* Pecoma (tumor de células epitelioides
perivasculares)

UTROSCT

Sarcoma indiferenciado SMARCA4
Rabdomiossarcoma
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FIGO 2014/AJCC 2017

LMS e ESS Adenossarcomas
cocamr_Jrco__ oo Rowmonar Jreo oo _____
utero Utero
T1a IA <5,0cm Tla |IA Endométrio/endocérvice
N T1b IB >Scm ) Tlb IB <50% miométrio
o Tlc IC >509
T2 [l Extra uterino, pélvica \. ¢ >0% J
T2 Il Extra uterino, pélvica
T2a A Anexos
T2a |IA Anexos
T2b 1IB Outros tecidos pélvicos _ o
T2b 1IB Outros tecidos pélvicos
13 . 23 UIETNE) £lselemiie] T3 [l Extra uterino, abdominal
T3a 1A Um local T3a IIIA Um local
T3b IlIB >um local T3b IlIB >um local
T4 IVA Bexiga ou reto T4 IVA Bexiga ou reto
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Leiomiossarcoma uterino

= Alto grau

" Diagnostico acurado:
* Numerosos diferenciais (incluindo benignos!)

" Fatores prognosticos favoraveis
e Estadio inicial
* Tamanho <15cm
Mitoses <15/10 HPF
Idade jovem (<60 anos)
Auséncia de EVL
Expressao de RA

Pellanda et al. Chin J Cancer Res 2017;29:521-32; Baek et al. JGO 2018;29(3):e30; Solmaz et al. Turk J Obstet Gynecol 2015;12:158-63; Bacalsa
et al. Anticancer Res 2015;35:2229-34; Garcia et al. IJGC 2015;25:622-8; Tsuyoshi e Yoshida. Cancer Sci 2018;109:1743-5



ANTICANCER RESEARCH 37: 2233-2237 (2017)
doiz10.21873/anticanres. 1 1559

Case Report: A Low-grade Uterine Leiomyosarcoma Showing

Multiple Genetic Aberrations Including a Bi-allelic Loss of the

Retinoblastoma Gene Locus, as well as Germ-line Uniparental
Disomy for Part of the Long Arm of Chromosome 22

CARSTEN HOLZMANN'. DIRK KOCZAN?, THOMAS LOENING?,
BIRGIT ROMMEL* and JOERN BULLERDIEK'#

!Institute of Medical Genetics, University Rostock Medical Center, Rostock, Germany;
2Institute of Immunology, University Rostock Medical Center, Rostock, Germany;
YGerhard-Seifert-Referenzzentrum, Hamburg, Germany;

*Human Genetics, University of Bremen, Bremen, Germany
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Sarcomas estromais endometriais

(A) Chromosome 7 (B) Chromosome 10
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Tsuioshi e Yoshida. Cancer Sci 2018'i109:1743-52
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JAZF1-PHF1
Complex EPC1-PHF1
karyotype MEAF6-PHF1
ZC3H7B-BCOR
MBTD1-CXorf67,
Post-menopausal Pre- and post- Peri-menopausal
menopausal
Poor Intermediate Good
prognosis prognosis prognosis
(no effective (adjuvant radiation/  (anti-estrogenic
treatment) chemotherapy strategy if therapy)
stage 2 or higher)

Lee e Nucci. Histopathology 2015;67:1-19
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‘Sarcoma estromalen al al.)(ﬁ rau
A e einan
= Corpo uterino ..‘ DS

= Colo, ovario e peritdénio (endometriose)

= Padrao classico
* Permeacdao miometrial com linguetas
e Crescimento endovascular
* Trama arteriolar exuberante

= Variantes com diferenciacoes:
* Muscular lisa
* Cordoes sexuais
* Glandular
e Epitelioide
* Mixoide
* Qutros

= RE, RP, RA e CD10
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VIRCHOWS ARCHIV

Vechows Arcrwy (2018) 4736169
hitps/idol 0eg/I0.1D07/5004268-018-2358-5

‘ ! ' Crowdark

Investigation of hormone receptor expression and its prognostic value
in endometrial stromal sarcoma

Jeong-Yeol Park' - Min-Hyun Baek” - Yangsoon Park” « Young-Tak Kim ' + Joo-Hyun Nam'
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Case Report

ZC3H7B-BCOR-Rearranged Endometrial Stromal Sarcomas:

A Distinct Subset Merits its Own Classification?

Sorsiah Mansor, M.B.Bch., BA.O., F.R.CPath, Chik Hong Kuick, m.sc., Sheow Lei Lim, M.BBS, MR.CP.,

Richard Quek, MBS, Mmr.CP, Adele Pek Choo Wong, M.B.Bch., BA.O., F.R.C.Path.,
Soo Kim Lim-Tan, MB.BS., F.R.CPah, Timothy Yong Kuei Lim, MBBS., MR.CO.G.,
and Kenneth Tou En Chang, M.B.ChB., F.R.C.Path.
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Sarcoma estroma endometrial de alto
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endometrial de baixo grau endometrial de alto grau indiferenciado

e Peri-menopausa ® Pré- e pds-menopausa e PAds-menopausa

o JAZF1-SUZ12 e YWHAE-NUTM2 e Cariotipo complexo

e RE/RP/CD10+ e RE/RP/CD10- e Padrao destrutivo de

e Ciclina D1 <10% e Ciclina D1 >70% infiltragao

e Progndstico excelente e BCOR >95% e RE/RP/CD10 variavel

e Recidivas local e e Progndstico * Ciclina D1 Negativa
distancia intermediario e Prognostico desfavoravel

e 30% linfonodo+ e >80% com doenca e Extensao peritoneal,
(questionavel beneficio avancada e recorréncias pulmoes, linfonodos e
da linfadenectomia) precoces 0SSO

Hoang et al. Pathology 2018;50:162-77; Lee e Nucci. Histopathology 2015;67:1-19
B B O D B B e e B2k’ B2 &



GINECOLOGIA
ONCOLOGGICA

3 E 4 DE AGOSTO | 2018
NOT rULLN sdoraiO W ) 1

ZC3H7B-BCOR high-grade endometrial
stromal sarcomas: a report of 17 cases of a
newly defined entity

Natasha Lewis, Robert A Soslow, Deborah F Delair, Kay J Park, Raymohan Murali, Travis JHollmann,
Ben Davidson, Francesca Micci, loannis Panagopoulos, Lien N Hoang, Javier A Arias-Stella Ill, Esther
Oliva, RobertH Young, Martee L Hensley, Mario M Leitao Jr, Meera Hameed, Ryma Benayed, Marc

Ladanyi, Denise Frosina, Achim A Jungbluth, Cristina R Antonescu & Sarah Chiang B8

= |dade 28-71 anos (mediana 54 anos)

= Padrao de infiltracao miometrial predominantemente nao destrutiva
= 82%: areas mixoides

= CD10+

= CiclinaD1: 88%

= BCOR:50%

= Diagnosticos prévios: LMS, sarcoma uterino indiferenciado



Tumores uterinos
mixoides

* Leiomiossarcoma mixoide
* Tumor miofibroblastico inflamatoério

* Sarcoma estromal de alto grau com fusao ZC3H7B-
BCOR

* Leiomioma e STUMP mixoides
e Carcinomas indiferenciados

Carcinossarcoma
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Adenossarcoma mulleriano

= Corpo ou colo

= Mutacoes na via PIK3/AKT/PTEN
(70%)

= Baixo potencial de malignidade,
exceto
* infiltracao miometrial

e predominio de crescimento
sarcomatoso (sarcoma puro em
>25%)

Hodgson et al. Am J Surg Pathol 2017;41:1513-22; Lee et al. Mod Pathol 2016;29:1070-82; Nathenson et al. Curr Oncol Rep 2016;18:68




Adenossarcoma mulleriano

= Grupos distintos:

* Predominio sarcomatoso com
morfologia de baixo grau

* Predominio sarcomatoso com alto
grau

 Componente de alto grau sem
predominio sarcomatoso
= Alto grau:
* p53-aberrante
* Maior instabilidade genbmica
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Hodgson et al. Am J Surg Pathol 2017;41:1513-22; Lee et al. Mod Pathol 2016;29:1070-82; Nathenson et al. Curr Oncol Rep 2016;18:68
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Adenossarcoma

Low grade adenosarcoma High grade adenosarcoma

[Sarcomatousovergronth |
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Low grade AS High grade AS
* Small size (<10 cm) Low * Largesize (210 cm)
* Low mitotic count (<10) grade | | * High mitotic count (210 / 10 HPFs)
* Indolent behavior AS * Recurrences and metastases

* Hysterectomy is curative with * Surgical treatment plus adjuvant
in most cases So* chemotherapy and radiation
* Normal p53 expression * Abnormal p53 expression

Hodgson et al. Am J Surg Pathol 2017;41:1513-22
B B O D B B e e B2k’ B2 &
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Subgrupo de tumors rabdoides ~carcinoma de células pequenas
ovariano hipercalcémico

Jovens

IHQ:
* perda SMARCA4
* CK, EMA, claudina-4: neg/fraco
* WT-1 pode ser +

Infiltrativo, extensa embolizacdao linfatica e extensao extra-uterina

Mediana de sobrevida: 7 meses (1-43m)

Kolin et al. Mod Pathol 2018; Apr 26
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O que o clinico deve saber sobre
patologia dos sarcomas uterinos?

= Doencas distintas
= Varios diagnosticos diferenciais

= Raros =» diagndstico
anatomopatoldgico dificil
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