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GA: porody 4/4/1x gemini; Ab 0; UPT 0; menarche

* 66-r. Zena — za rok schudla 20kg

maternice, v.s. neo proces

volnej tekutiny

e od 10/2017 hrcéka v lavom prsniku (bolesti v lavej axile)
» 12/2017 bolesti v podbrusku — spadovy gynekolog zistil USG Strukturalne zmeny

¢ 12.12.2017 — OUSA — uterus grav. m.llI; TVS-uterus AVF, AP 85x57, myometrium
nehomogénne, vo funde tumor 50x47mm, ostro ohraniceny, s hyperechogénnymi
zonami okolo anechogénnych dutiniek roznej velkosti — nekroticky myom? iné? Na
zadnej stene subserdzny uzol do 30mm, endometrium nie je diferencované, v oblasti
prechodu istmu a cervixu je lozisko 14x6mm — polyp? Ovaria nie su viditelné, CD bez

e 22.01.2018 operacia HYE+AXE bilat.; adheziolysis, lavage cavi abdomini

/menopausa 14/52; MC: bol pravidelny
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makroskopicky nalez

e polypoidne prominujuca
nadorova masa vypliiajlca celu
dutinu

* relativhe ohranicena voci
myometriu

e velkost 50x45mm

* nareze ,kypiaca“, mramorovita
Struktura, okrovo-belavej
farby, hlienové hmoty

* zretelné regresivne zmeny —
nekrozy, krvacania, tvorba
dutinovych formacii
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peroperacnha biopsia
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peroperacnha biopsia

8. Vychodoslovensky biopticky seminar, KoSice 27.-28.I1V. 2018; SD IAP 664

- g % g -QA ’ ‘

Onkologicky ustav sv. Alzbety, s.r.o.
» 812 50 Bratislava, Heydukova 10

C Pl
ST
150 9001 S
BUREAU VERITAS | 5
Centification

4 )




8. Vychodoslovensky biopticky seminar, KoSice 27.-28.I1V. 2018; SD IAP 664

definitivna histolégia — okraje nadoru
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definitivna histolégia — celularita

8. Vychodoslovensky biopticky seminar, KoSice 27.-28.I1V. 2018; SD IAP 664

Onkologicky ustav sv. Alzbety, s.r.o.
» 812 50 Bratislava, Heydukova 10




8. Vychodoslovensky biopticky seminar, KoSice 27.-28.I1V. 2018; SD IAP 664

Onkologicky ustav sv. Alzbety, s.r.o.
» 812 50 Bratislava, Heydukova 10

S
BUREAU VERITAS |
Centification

e
(.




Onkologicky ustav sv. Alzbety, s.r.o
812 50 Bratislava, Heydukova 10




definitivna histolégia — mitdzy
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definitivna histolégia — myxoidné zmeny
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definitivna histolégia — vaskularita
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definitivna histolégia — vaskularita
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definitivna histolégia — vakuolizované bb
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Table 7.2 Hobnail cells in the endometrium

Hobnail cell metaplasia (idiopathic)

Isolated finding

Within polyps and/or papillary proliferations
Arias-Stella reaction

Secondary to:

Recent curettage
Ischemia (within an infarcted polyp or adjacent to a thrombosed sinusoid)

Chronic endometritis
Intrauterine contraceptive device
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definitivna histolégia — ostatny nalez

cytolégia — vyplach DB
MUDr. J.Jozefakova, M.I.A.C.:
* reprezentativny material

e v nateroch z obsahu 100ml
kalnej ruzovej tekutiny su utrzky
mezotelu bez atypii, maligne
elementy nie su pritomné
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ovalno- vretenobunkovy, s pleomorfiou,
vakuolizované bunky

e zvysena mitoticka aktivita

* myxoidné Crty

 zvlastna vaskularita

* regresivne zmeny: krvacania, edém, o
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IHC - dezmin

Tumor
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IHC—-CD10

Onkologicky ustav sv. Alzbety,
Y 812 50 Bratislava, Heydukova 10 ==




8. Vychodoslovensky biopticky seminar, KoSice 27.-28.I1V. 2018; SD IAP 664

T 4
<L R

Onkologicky ustav sv. Alzbety,
Y 812 50 Bratislava, Heydukova 10 Contener




IHC — CDK4
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IHC - rekapitulacia

* vimentin * DEZMIN; SMA; h-caldesmon
* CDK4 * AE1/AE3; EMA; HMW-CK
* CD10 (slaba a fokalna) * S100; HMB45; Melan A
* ER (cca 50%) « CD117; CD34
* p53 * PR
* Cyclin D1 (slaba expresia do 5%) | | * B-catenin; MDM2
Ki67 index cca 50%
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Genetické vysetrenie (OLG, NOU Bratislava)

FISH Molekulova genetika

* FUS (16911.2) zisky FUS 15% * vo vysetrenej vzorke nebola

» DDIT3 (12q13) zisky DDIT3 21% Identifikovana pritomnost
ziadneho transkriptu z fuznych

Pritomné len numerické zmeny vo forme ziskov genov uvedenych v tabulke (t.].
génov FUS (15%) a DDIT3 (21%). FUS-DDIT3)

Prestavby génov FUS a DDIT3 (CHOP), ktoreé su
predpokladom fuzie FUS/DDIT3 = t(12;16)
neboli zaznamenané

vylucili myxoidny LS
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Moj dg.zaver:

WHO Cilassification of Tumours of
Female Reproductive Organs

Nediferencovany sarkdm maternice
(s myxofibrosarkdmovymi ¢rtami);M:8805/3; stadium | A

000 ey Pt 2 Kmtn, M g, C S i, Bt &, g

(1) Leiomyosarcomas and endometrial stromal sarcomas (ESS)*

Stage Definition

I Tumor limited to uterus
IA <5cm
B >5 cm
n Tumor extends beyond the uterus, within the pelvis
A  Adnexal involvement
B Involvement of other pelvic tissues
m Tumor invades abdominal tissues (not just protruding into the abdomen).
MA Onesite
B >one site
IIC  Metastasis to pelvic and /or para-aortic lymph nodes
IV IVA Tumor invades bladder and/or rectum
IVB  Distant metastasis
*Note:
Simultaneous endometrial stromal sarcomas of the uterine corpus and ovary/ pelvis in
association with ovarian/pelvic endometriosis should be classified as independent
primary tumors.

Gynecologic Oncology 2009;115:325-328
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...zakladny algoritmus mezenchymovych nadorov maternice
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* /M Ki67 index

* negat. svalové, epitelové,
melandmové markery

* negativna genetika na myxoidny
LS

Mo specific

Bland cells, reqular Foorly differentiated cells, Specific differentiation
differentiation

vascular pattern somewhat irregular
vascular pattern

v v v v b4

Stromal Nodule|| Low-Grade Endometrial | | High-Grade Endometrial | | Smooth Muscle and Other | § Undifferentiated
Stromal Sarcoma Stromal Sarcoma Mesenchymal Tumors Sarcoma

www.pathologyoutlines.com
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>50% Myxoid

Spindled cells with
minimal atypia

Myxoid fibrosarcoma
(Myxofibrosarcoma) Grade |

Spindled/rounded cells with
moderate/marked atypia

Myxoid malignant fibrous
histiocytoma Grade ||

<50% Myxoid

¢

Spindled cells with
mild/moderate atypia

Fibrosarcoma
Grade Il or Il

Spindled/rounded cells with
moderate/marked atypia

Malignant fibrous
histiocytoma Grade ||
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Cytologic Features of a Primary Myxoid
Malignant Fibrous Histiocytoma Arising in the
Uterus

A Case Report

Yasuhiko Kiyozuka, M.D., Ph.D., Kohji Tsuta, M.D., Takako Akamatsu, CM.LA.C,,
Tomohiko Matsuyama, C.T., Hirohisa Mizuta, M.D., Koji Nakanishi, M.D.,
Shiro Nakano, M.D., Ph.D., and Airo Tsubura, M.D., Ph.D.

BACKGROUND: Primary malignant fibrous histiocy- and giant cells with a necrotic background. The overall
toma (MFH) of the uterus is extremely rare. The 10 cases cytologic picture was of a degenerated pleomorphic
reported in the literature all leiomyosarcoma with an in-
involved the pleomorphic conclusive diagnosis. A diag-

variant, and to the best ofour AN accurate cytologic diagnosis of  nosis of myxoid MFH was

knowledge, the myxoid vari- myxoid MFH...may be achieved by L’srablis/‘wd nﬁ‘z’r elec[/'m'x‘mi—
ant has not been reported be- ‘ “ . N croscopic and immunohisto-
fore. We describe the cytolog- Seek'ng lsolated, atYP’CaI/ SP’"dIe; chemical studies of the pri-

ic findings of primary multinucleated, undiﬂerenﬁated’ mary tumor and tumor
uterine myxoid MFH in rela- small, round cells with vacuolated transplanted, as primary

tion to the myxoid compo- cultured cells, in nude mice.

nent, pm‘mfinll}/ leading to Cytop’asm.... The patient underwent an
an incorrect diagnosis. exploratory laparotomy and
CASE: A 68-year-old wom- died of tumor progression 38
an presented with a primary uterine tumor. Endometrial days after the initial consultation, without treatment.

cytology showed numerous loosely arranged, spindle- CONCLUSION: Because of overlapping cytologic fea-
shaped fibroblastlike cells; atypical histiocytelike cells; tures among uterine sarcomas with myxoid stroma, it is

From the Department of Pathology II, Kansai Medical University, Moriguchi, Osaka, and Department of Cytopathology, Nara National
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In Vivo. 2001 May-Jun;15(3):227-31.

Myxoid malignant fibrous histiocytoma of the uterus: a case
with immunohistochemical, ultrastructural and tumor cell
culture studies.

Kiyozuka Y1, Mizuta H, Nakanishi K, Nakano S, Tsubura A.

Cancer Genet Cytogenet. 2001 May;127(1):7-15.

Novel cell lines established from a human myxoid malignant
fibrous histiocytoma arising in the uterus.

Kiyozuka Y1, Nakagawa H, Uemura Y, Senzaki H, Yamamoto A,
Noguchi T, Mizuta H, Nakanishi K, Nakano S, Tsubura A.
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Epidemiologicka faktografia... —
° inCidenCia Sa maternice je 1 5_1 7 / 100000 iien Endometrial stromal sarcomas and related neoplasms: ’ )
* * new developments and diagnostic considerations iy

* ESS st druhou najéastejSou mezenchymovou o S

neop lazmou maternice fv’?1(Z{Z';};fféﬁifﬁfﬂ"fof‘@ifﬁfﬁf e pr,/f?f B Camcer Agoncy, Vancouven, 5O

Canada

e ESS predstavuju cca 1% vsetkych malignit

maternice / cca 7-25% malignych ' dEnfSlon;eF“al IStfomacli rarcoma ean be

y p , . c¢limed mmto low and high grade categories
mezenchymovych nadorov maternice and this separation is clinically relevant

— By morphology, immunophenotype, genetics

T a1 * Undifferentiated uterine sarcoma is a
Female Reproductive Organs diagnosis of exclusion (if uniform, consider
Lottt Putel ) ammn Kra comi Cotongn C lomes dovmpan Ratet 8 Moy high grade ESS)

... a WHO klasifikacia ESS, 2014
 ESN — endometrialny stromalny nodul

* LGESS — low-grade ESS
HGESS - high-grade ESS
UUS — nediferencovany sarkom maternice




8. Vychodoslovensky biopticky seminar, KoSice 27.-28.I1V. 2018; SD IAP 664

Nediferencovany sarkdm maternice - UUS

tumor vznikajuci v endometriu alebo myometriu,
ktory

* nepripomina endometrialnu stromu (bez
morfologickych znamok endometrialnej stromy v
proliferanej faze)

* ma HG cytologické crty (nuklearny pleomorfizmus
a anaplazia)

* nema Specificku diferenciaciu

* vykazuje IHC ,,overlap“

* ma Casto mutacie p53

* komplexné chromozémové alteracie
* ma velmi zIu progndzu

Onkologicky ustav sv. Alzbety, s.r.o.
AT 4 812 50 Bratislava, Heydukova 10

* Klinika: PM Zeny (priem.vek 60r.) s

krvdcanim, bolestou v panve

Makro: polypoid./intraluminal.,
>10cm, casté loziska krvacania a
nekrozy

Mikro: pleomorfny/monomorfny
vzhlad, skor destruktivny rast,
vretenovité alebo epiteloidné bunky,
vysoky st. celularnej atypie, vysoka
MA, , herringbone/storiform” alebo
difuzny rast, myxoidné zmeny, LVI,
mozZe byt heteroldgna diferenciacia
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Nediferencovany sarkdm maternice - UUS

Kurihara et al. (2008) rozdelili UES na:
* UES s nukledrnou uniformitou (UES-U)
* UES s nukledrnou pleomorfiou (UES-P)

] S. Kurihara, Y. Oda, Y. Ohishi Y, lwasa A, Takahira T, Kaneki E,
et al. Endometrial stromal sarcomas and related high- grade
sarcomas: Immunohistochemical and molecular genetic
study of 31 cases. Am. J. Surg. Pathol. 2008;32(8):1228-38.

Geneticky profil UUS:
 Komplexné chromozémoveé zmeny

e Zisky 2q; 4q; 69;7p; 99; 20qg a straty 3q; 10p;
149

Uniform
type

Pleomorphic
type

. - Recent Developments in the Diagnosis ¥
v

of Uterine Sarcomas

Vs

(.

Onkologicky ustav sv. Alzbety, s.r.o.
& 812 50 Bratislava, Heydukova 10
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Mesenchymal Sarcoma
a. Pure homologous
i.Endometrial stromal sarcoma

/1959
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Norris & Taylor, n=53
Separated stromal neoplasms by

ii. Stromatosis endometriosis 1965 g o
b. Pure heterologous mitoticactivity (cut off: 10/10 HPF)
c. Mixed homologous
d. Mixed heterologous
Pure Sarcoma
Unclassified Sarcoma a. Stromal sarcoma
1970 b. Endolymphatic stromal myosis
Kempson | vixed sarcoma
Evans, n=18 & Bari
Found mitoticactivity wasnota 1981 Malignant mixed Millerian tumor
reliable prognosticator; Emphasized
histologicappearance of sarcoma
Changetal., n=117
1990 Found mitoticactivity was not a prognosticator
across all stages of endometrial sarcoma
Endometrial stromal nodule 1991 Srmalaninisicaiinl. red
Low-grade endometrial stromal sarcoma 1992 Firstdescribed t(7;17) in low-grade ESS
High-grade endometrial stromal sarcoma i 1994 Endometial stromal nodids
Undifferentiated sarcoma WHO 2" Ed. | Low-grade endometrialstromal sarcoma
High-grade endometrial stromal sarcoma
Koontzetal., n=1
Identified JAZF1and SUZ12genes 2001
involved in LG-ESS fusions
Removal of high-grade category
Leunenetal, n=1 2003 2003
Firstdescribed t(10;17)(g22;p13) inESS Endometrial stromal nodule
WHO 3 Ed.
Low-grade endometrial stromal sarcoma
Kuriharaet al., n=12 2008 Undifferentiated endometrial sarcoma
Separated UES into UES-P and UES-U
Reintroduction of high-grade category
Leeetal., n=12 2013 -
Documented t(10;17) YWHAE-NUTM2A/8 Endomstrta stmatnocie
inHG-ESS Low-grade endometrial stromal sarcoma
2014 i )
High-grade endometrial stromal sarcoma
WHO 4% Ed.
Undifferentiated uterinesarcoma

Vyvoj poznatkov a klasifikacii ESS

sbruary 2018) 50(2), pp. 162-177

GYNAECOLOGICAL PATHOLOGY

L)

GCheck for
Updat

Endometrial stromal sarcomas and related neoplasms:
new developments and diagnostic considerations

2 3
LieNn HoaNG', SarRAH CHIANG” AND CHENG-HAN LEE

! Department of Anatomical Pathology, Vancouver General Hospital, Vancouver, BC,
Canada; ~Departiment of Pathology, Memorial Sloan Kettering Cancer Center, New York,
NY, United States; and jDepamnem of Pathology, BC Cancer Agency, Vancouver, BC,
Canada

The clinicopathologic features of
YWHAE-FAM?22 endometrial stromal
sarcomas — a histologically high-
grade and clinically aggressive tumor

Am J Surg Pathol 2012; 36:641-53




8. Vychodoslovensky biopticky seminar, KoSice 27.-28.I1V. 2018; SD IAP 664

,znovuzrodenie® HG ESS YWHAE-FAM22 (NUTM2)
e vznika v maternici

* Tato skupina sa vyclenila z UES s makroskopicka masa s invaziou do myometria (1-
uniformnymi jadrovymi Crtami a 12cm) P . y

s dokazom t(10;17)(g22;p13) . , )
* mOzZe sa propagovat extrauterinne

jazykovity typ invazie do myometria

vaskularna invazia

The clinicopathologic features of
YWHAE-FAM?22 endometrial stromal

vetviaca siet kapilar v strome

sarcomas — a histologically high- * dve bunkové ponulacie (HG okruhlobunkova
grade and clinically aggressive tumor (ER/PR/CD10-) a LG vretenobunkovy komponent
(ER/PR/CD10+)

Am J Surg Pathol 2012; 36:641-53 -

e su rychlejSie progredujuce v porovnani s ESS s
rearranged JAZF1

« vykazuju vyssi grade (NIE PLEOMORFNY) v porovnani
s ESS s rearranded JAZF1

Onkologicky ustav sv. Alzbety, s.r.o.
& 812 50 Bratislava, Heydukova 10
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Cyclin D1 as a diagnostic
immunomarker for endometrial
stromal sarcoma with YWHAE- Tumor type crves tudiod  poskive cases
FAM?22 rearrangement ESS with YWHAE-FAM?22 rearrangement 12 12 (100%)
_ ESS with JAZF1/SUZ12/PHF1/EPC1 rearrangement 34 0 (0%)
Am J Surg Pathol, 2012; 36: 1562-70

ESS with no demonstrable rearrangement 21 0 (0%)

UES - with nuclear pleomorphism (UES-P) 13 0 (0%)

UES - with nuclear uniformity (UES-1J) 8 2 (25%)

iyﬁjé?oalgs;ﬁ;‘;j;; ;ri?e) Uterine leiomyosarcoma * 119 1 (1%)

oy Adenosarcoma f 25 0 (0%)

Carcinosarcoma 13 0 (0%)

PEComa 4 0 (0%)

Leiomyoma 49 0 (0%)

Polypoid endometriosis 7 0 (0%)

Endometrial stromal nodule 3 0 (0%)

Uterine tumors resembling ovarian sex cord tumor 2 0 (0%)

#
- 80 primary and 39 metastatic tumors
@ Onkologicky ustav sv. Alzbety, s.r.o. EZHN ™\ F#
@&’ 81250 Bratislava, Heydukova 10 el ¢ 8 of 25 adenosarcomas show sarcomatous overgrowth.
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The clinicopathologic features of
YWHAE-FAM?22 endometrial stromal . . .
. . . Proposed classification of uterine sarcoma
sarcomas — a histologically high-
grade and clinically aggressive tumor Pleomorphic Non-pleomorphic
UES (=LMS) HG ESS LG ESS

Am J Surg Pathol 2012; 36:641-53

YWHAE-
FAM22A/B
(other
aberrations)

JAZF1-SUZ12
JAZF1-PHF1

EPC1-PHF1

(Other aberrations)

Complex

karyotype

ER/PR/CD10- ER/PR/CD10+

High mitotic activity 2 Nuclear size/Irregularity in nuclear contour
1 Mitotic activity
Tumor necrosis

Tumor necrosis

ooy 30
ecent Developments in the Diagnosis B
5 of Uterine Sarcomas
LYY Uy N

v
v

Poor prognosis Intermediate prognosis Good prognosis
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Genetické alteracie ESS

LG-ESS

t(7;17)(p15;q21) — the fusion of JAZF1 and SUZ12(JJAZ1) genes at 7p15 and
17q21, respectively

t(6;7)(p21;p15) — the JAZF1—PHF1 fusion gene at 7p15 and 6p21, respectively
t(6;10)(p21;p11) — the PHF1—EPC1 fusion gene at 6p21 and 10p11,
respectively

JAZF1
break-apart

PHF1
t(1;6)(p34;p21) — the PHF1—MEAFG6 fusion gene at 6p21 and 1p34, el
respectively

t(X;22)(p11;q13) — the ZC3H7B—BCOR fusion gene at Xp11 and 22q13,

respectively JAZF1-PHF1

fusion

t(X;17) (p11.2;921.33) — the MBTD1-CXorf67 fusion gene at Xp11.2 and
17g21.33, respectively

HG-ESS

t(10;17)(q22;p13) — the YWHAE-FAM22 (NUTM2AB) fusion gene at 10q22 and
17 p13, respectively

ESS = endometrial stromal sarcoma; HG-ESS = high-grade endometrial stromal
sarcoma; LG-ESS = low-grade endometrial stromal sarcoma.

H.-C. Horng et al. / Taiwanese Journal of Obstetrics & Gynecology 55 (2016) 472—479
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Am J Surg Pathel 2017 January : 41(1): 12—24. doi:10.1097/PAS.0000000000000721.

... Na scéne sa objavil novy podtyp HG ESS

Novel High-Grade Endometrial Stromal Sarcoma: A Morphologic
Mimicker of Myxoid Leiomyosarcoma

Lien N. Hoang', Amandeep Aneja', Niamh Conlon2, Deborah F. Delair!, Sumit Middha',
Ryma Benayed'!, Martee L. Hensley>, Kay J. Park!, Travis J. Hollmann', Meera R. Hameed,
Cristina R. Antonescu'!, Robert A. Soslow'!:", and Sarah Chiang’-"

'Department of Pathology, Memorial Sloan Kettering Cancer Center, New York, NY, USA
2Department of Pathology, Cork University Hospital, Wilton, Cork, Ireland *Gynecologic Medical
Oncology Service, Department of Medicine, Memorial Sloan Kettering Cancer Center, Weill
Cornell Medical College, New York, NY, USA

* 3 pripady ESS s HG morfoldgiou (extenzivne myxoidné Crty) a agresivnym spravanim

 morfoldgia prekryvajuca sa s myxoid. leiomyosarkdomom maternice (dig.dg. IHC?!)

* jedinecna geneticka alteracia — fazia génov ZC3H7B-BCOR t(X;22)(p11.4;q13.2) —
potvrdena sekvenaciou a FISH

* 1x opisana Panagopoulos et al. (2013) — 2 pripady (CD10+/ ER+/- PR+/-)

* dif.dg. s nasim pripadom — difuzna silna expresia CD10 vo vSetkych 3 pripadoch

 BCOR znovuusporiadanie aj v osifikujucom fibromyxoidnom tumore, nediferencovanych
malobunkovych tu, nediferencovanych vretenobunkovych sa, CCSa oblicCiek, a pod.

 BCOR - BCL-6 interagujuci korepresor — potencuje funkciu BCL-6
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Morfoldgia aj IHC odliSné od nasho pripadu
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Morfoldgia aj IHC odliSné od nasho pripadu

Onkologicky ustav sv. Alzbety, s.ro. EZ
Y 812 50 Bratislava, Heydukova 10 i Hoang LN, et al. Am J Surg Pathol 2017; 41(1
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dif. dg. ESS

Table 1  Differential diagnosis of endometrial stromal neoplasms
ESN LGESS HGESS (YWHAE ESS (BCOR UusS
rearranged) rearranged)
Cellular letomyoma ESN LGESS Myxoid LMS LGESS
Endometrial polyp with ESN with limited infiltration ESS (BCOR) IMEFT HGESS (YWHAEL)
cellular stroma (curettage) Adenomyosis with sparse glands UusS HGESS (YWHAE) ESS (BCOR)

LGESS Intravascular menstrual endometrium LMS LGESS with fibromyxoid LMS

LGESS with limited mfiltration IVL PEComa changes Adenosarcoma

UTROSCT LMS GIST Uus Carcinosarcoma
HGESS PNET/Ewing’s Lymphoma
UTROSCT Synovial sarcoma Melanoma
PEComa Rhabdomyosarcoma
GIST Undifferentiated carcinoma
HPC/SFT

Onkologicky ustav sv. Alzbety, s.r.o.

@ 812 50 Bratislava, Heydukova 10
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BUREAU VERITAS |&
Certification

Hoang L, et al. Pathology 2018; 50(2): 162-177
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dif. dg. ESS

* LG ESS — jasna morfoldgia, problémom by mohol byt fibromyxoidny variant
* HG ESS t(10;17) YWHAE-NUTMZ2A/B — dualna bunkova populacia

 HG ESS ZC3H7B-BCOR — relativne uniformne celularny usporiadanie vo zvazkoch;
bunky vretenovité, v ovalnym, vretenovitym alebo okruhlym jadrom, zriedkavo
nuklearny pleomorfizmus; extenzivnhe myxoidna stroma

 LMS - IHC (svalové a hladko-svalové markery)
* MMMT - dbkaz epitelovej komponenty
 Melandm — morfoldgia + IHC

* ML — morfologia + IHC

* RMS — morfoldogia + IHC

{ @ Onkologicky ustav sv. Alzbety, s.r.o. gz @) } Hoang L, et al. Pathology 2018; 50(2): 162-177
AT 4 812 50 Bratislava, Heydukova 10 z
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dif. dg. ESS

T,

IHC ESN LGESS HGESS YWHAE-NUTM2 ESS BCOR" UUS*® LM LMS

LG HG
CD10" 8/8 (100%) 124/174 (73%) 10/12 (83%) 2727 (7%) 16/16 (100%) | 46/76 (61%) 1 1/44 (25%) 169/307 (55%)
ER" 6/6 (100%)  65/78 (83%) 9711 (82%) 0/23 (0%) 4/12 (33%) 12/52 (23%) | 42/45 (93%) 17/62 (27%)
PR" 6/6 (100%)  37/44 (849) 9711 (82%) 1726 (38%) 4/10 (40%) 10/63 (16%) | 23/25 (92%) 1 2/41 (29%)
Desmin 52/162 (32%) /1 (0%) 0/6 (0%) 1/14 (7%) 12/30 (40%) | 41/42 (98%) 210/307 (68%)
Caldesmon 18121 (15%) 072 (0%) 1/10 (10%) 10/30 (33%) | 32/35 (91%) 208/299 (70%)
SMA 33/53 (63%) /1 (0%) 0/6 (0%) 6/13 (46%) 4/9 (44%) 35/35 (100%)  270/307 (88%)
Cyclin-D1°  0/9 (0%) 077 (0%) 28/30 (93%) T/8 (88%) 17/69 (25%) | 0/65 (0%) 17132 (<1%)
cKIT 0/18 (0%) 3/9 (33%) 13/13 (100%) 177 (14%) 0/10 (0%) 0/12 {0%)
DOGI /8 (0%) 0/12 (05) 177 (14%)
B-catenin® 272 (100%) 11/12 (92%) 6/15 (40%) 0/9 (0%)
BCOR" 0/18 (0%) 0/66 (0%) 21 (0%) 21/21 (100%) 13/13 (100%) 0/18 (0%) 0/31 (0%)
Melan- A 0/1 (0%)
HMB45 2184 (2%) 0/1 (0%) 2721 (10%) 15/245 (6%)
ALKI

BUREAU VERITAS
Certification

{ @ Onkologicky Gstav sv. Alzbety, s.ro. [EZ %J } Hoang L, et al. Pathology 2018; 50(2): 162-177
& 812 50 Bratislava, Heydukova 10
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dif. dg. ESS — kedy genetika?

* LG ESS — pri jasnej morfologii nie je potrebna; pri nejasnostiach, napr. znamky

hladko-svalovej diferenciacie s vaskularnou invaziou (aif.dg. vysoko celularny
variant intravenoznej leiomyomatozy), v pripadoch s poZiadavkou zachovania

fertility

* HG FSS t(10;17) YWHAE-NUTM2A/B - v pripadoch, ktoré vzkazu;u histologicke
a IHC crty (napr HG okruhlymi bunkami s vysokou MA a nekrozami, silna
expresia cyclin D1)

* HG ESS ZC3H7B-BCOR — obvykle silnd expresia CD10/chybajuca alehn <laha

exnrecia hladkn-qvalowirh markerov: 1inlatnenie senetikv naim3a v nrinndoch s
negativitou CD10 / SMA + a/alebo h-caldesmon+ v myxoidnom tumore

- @) } Hoang L, et al. Pathology 2018; 50(2): 162-177

Onkologicky ustav sv. Alzbety, s.r.o.
AT 4 812 50 Bratislava, Heydukova 10
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Abstract

Introduction: High-grade endometrial stromal sarcoma is characterized by
high Cyclin D1 expression and YWHAE-FAM22 genetic fusion. A rare case of
myxoid high-grade endometrial stromal sarcoma with fertility-sparing surgery
is described, adding to the evidence and better understanding one of the
aggressive tumors of the uterine corpus.

Case Presentation: A 36-year old nulliparous woman with desire to have
children, rapid abdominal growth, abdominal pain, and suspicion of leiomyoma
underwent laparotomy, where a left intraligamentary tumor of 30cm, 8.5 kg
size was removed and the posterior uterine wall reconstructed. Histological,
immunohistochemical and genetic tests confirmed high grade endometrial
stromal sarcoma, myxoid variant, with high cyclin D1 expression and YWHAE
1 (10:17) (q22;p13.3) rearrangements. Despite counselling, the patient refused
complete hysterectomy.

Conclusion: Pre-surgical diagnosis of endometrial sarcomas remains
difficult. The use of immunochisto chemistry and genetic profile testing permit
description of new variants of these tumors, allowing for appropriate counselling
and management of patients.

Keywords: Endometrial neoplasms; Sarcoma; Endometrial stromal tumors;
Cyklin D1; Oncogene proteins; FusionYWHAE
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Figure 10: More cellular and frankly atyplcal area. Four mitotic figures can
be seen (arrows).

Original magnification x400.

Source: Patient’s clinical chart.

A SR N
Figure 11: Immunohistochemistry shows strong posmwty (brown S|gnals).
for Cyclin D1 in the vast majority of tumor cell nuclei.
Original magnification x200.
Source: Patient’s clinical chart.
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Gase Report

Myxoid Endometrial Stromal Sarcoma: A Case Report and Literature
Review

Young-Mee Lim', Gina Nam', Heejin Bang?, Sewha Kim?, Min-Sun Cho?, Seung-Cheol Kim' and Yun Hwan Kim"*

'Department of Obstetrics and Gynecology, Ewha Womans University College of Medicine, Seoul, Korea
2Department of Pathology, Ewha Womans University College of Medicine, Seoul, Korea
SCHA Bundang Medical Center, CHA University, Seongnam, Korea

Figure 1: (A) Opened uterus showing an ill-defined bulging out whitish gray

to yellow solid mass with central cystic change. (B) Abundant myxoid stroma Fiaure 2: (A) The tumor has high cellularity and high mitotic rate (up to 16/10
with low to moderate cellularity (H&E, x100). (C) The tumor is positive for CD10 g AR g y 9 (Lp

(x200). (D) The tumor is negative for SM-Actin (x200). HPF) with moderate to marked pleomorphism .(H&E, x400). (B) Necrosis in the
tumor was observed (H&E, x200). (C) Permeative growth of the tumor was seen
(H&E, x40). (D) The tumor is focal positive for Desmin (x400).
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Case Report
Fibromyxoid variant of endometrial stromal sarcoma
with atypical bizarre nuclei

Hyun-Soo Kim™*, Gun Yoon?", Yoon Yang Jung®, Yoo-Young Lee?®, Sang Yong Song*

* silna expresia CD10 /ER /PR
e Ki67 index 1-5% / 5-10%

Onkologicky ustav sv. Alzbety, s.r.o.
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Ako je to s expresiou CDK4?

CyclinD
INK4 family proteins 4‘ .
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| ... napriklad MDMZ alebo CDK4 méiu
: vykazovat pozitivitu v intimalnom sarkéme,

‘| pleomorfnom rabdomyosarkdéme, ¢asti MPNST
a myxoflbrosarkome

L ‘k ."c-".“"‘f._ iy Arc‘EvPatE\oI_Laf'Mef ~V?_|xlil; August?()w_lzJ
..~ | However, some of the simulators of
. "r‘::':";'. dedifferentiated liposarcoma also showed
": _ "p: immunoexpression of these antigens. For
(Ll 2' example, 8 of 13 cases of myxofibrosarcoma
“N.. | stained for MDM2, 3 stained for CDK4, and 2
*.w» ~ 7 stained for both markers.
k “: ~ “ £, g § ; Modern Pathology (2014) 27, $39-546 <
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Progndza UUS

e vSeobecne zla

* cca 2/3 pcts je vo vysokom Stadiu ochorenia (postihnutie peritonea,
pluc, LU a skeletu)

* signifikantnd cast pcts v stadiu | zomiera v priebehu 2 rokov od
stanovenia dg.

* 5-roCné prezivanie je 70% (lokalizované ochorenie —st.1), 43%
(regionalne ochorenie - st.ll-lll) a 23% (vzdialené MTS — st.1V)

Onkologicky ustav sv. Alzbety, s.r.o.
& 812 50 Bratislava, Heydukova 10

Hoang et al, Pathology 2018; 50(2): 162-177
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v/ . .
D a I S I p r I e b e h O C h O re n I a H.-C. Horng et al. / Taiwanese Journal of Obstetrics & Gynecology 55 (2016) 472—479
§ Multidisciplinary

CT po operacii (16.02.2018) | ] [t

* pluca - vlavo $3 solidny nodulus (5mm) susp. z MTS i R i o

* bez znamok lokorecidivy v malej panve, hrani¢nda LU v Lo || o | {0 | 5 g
iliakdlnej oblasti vpravo = ] [

* ,serom“v podkoZi pod jazvou v dolnej strednej e R
laparotémii curative 4:>| ° éfi.:i;a.}:ia.s“"]'wy

LP — tumor (22x20mm) so satelitmi » LP: IDC NST, HG3, ER-/PR-/HER2+; Ki67

(HLQ/rLQQ a rDQQ) — multifok./ multicentr., 50% MUDr.H.Sidlova, Cytopathos, s.r.o.

Bratislava

* neoadi. Th - cvklofosfamid+docetaxel +
T / potom oper.

* pre samotny Sa uteru by nebola
nasadena Th

retrakcia a zhrubnutie koze
Lava axila — LAP (31x19mm) + LU
subpektoralne

Onkologicky ustav sv. Alzbety, s.r.o.
& 812 50 Bratislava, Heydukova 10
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zaver

ostatnych dif.dg. jednotiek

* dg. UUS je stanovena per exclusionem

* UUS nema jednoznacny IHC ani geneticky profil, UusS
najdblezitejsi je starostlivy sampling

LGESS

HGESS (YWHAL)

ESS (BCOR)

LMS

Adenosarcoma
Carcinosarcoma
Lymphoma

Melanoma
Rhabdomyosarcoma
Undifferentiated carcinoma
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