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Female Genital
Tumours

OnyXo/1eM XEeHCKOW NON0BOM CUCTEMDbI

HacnepactseHHbiii BRCAL/2-
aCCOUMMPOBAHHbIN CUHAPOM
PM/PSl

CuHapom JlnHya
CuHapom KoyaeHa

CuHapom Niu-dpaymenu (TP53-
aCCcOUMMPOBaHHbIN)

Cunapom Meituya-Erepca

ATaKcuA TeneaHrmaKTasma

CuHapom KapHu
DICER1 cuHapom

JncreHes AMYHMKOB
Cunapom doH Mmnnena-/inHaay

HacneacTeeHHbIM IeiioMMOMaTOos U
MOYEYHOKNETOUHBII pak

[pyrue reHeTU4eCK1E CUHAPOMBI
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WHO Classification of female genital tumours. 5 Ed., 2020

[eHeTHn4YecKne CUHAOPOMDI, CBA3aHHbIE C Pa3BUTUEM
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Perynauwn passuTuaroHas
Perynaumn skcnpeccun HIF
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Mopdonormyeckmm aHanu3
nepea MONeKyNAPHbIM TECTUPOBAHMEM

CooTBeTCTBME F'MCTOTUMNA HAa3HAYEHHOMY TECTY
OnpegaeneHune COOTHOLWEHMA OMYX0/1b/HEeOoNyxob ANn
YyBCTBUTENIbHOCTM TecTa

OueHKa penpeseHTaTMBHOCTK 0b6pasua

KoHTposnb ageKkBaTHOCTM 06paboTKM obpasua
OueHKa conyTCTBYIOLLMX NATOIOrMYECKMX MPOLLECCOB,
3aTPYAHAOLWMX MOIEKYNPHOE NpodUAMpOBaHMe
OuEeHKa BbIPayKeHHOCTM BHYTPUOMNYXO/1E€BOW reTePOreHHOCTH

Salto-Tellez M. Mol Oncol. 2014 Oct;8(7):1163-8.
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npeaHafIMTML-IeCKMI\;I 3TalN MOJNIERKYNAPHDbIX MCCﬂeAOBaHMVI

(MMKpoauccekumn)

Akbar, 2019; Dufraing, 2018

CeposHble
MyuMHO3HbIe
SHOoMeTpuongHble
CBeTnoKNeToYHbIe
CepomyuunHO3HbIE
Onyxonu bpeHHepa

[pyrue KapumMHOMbI

dnuTtennasnbHble onyxoam AnN4HMKOB

MMctonornyecknii Tun | CeposHaa | CeposHas

high grade | low grade

% ot Bcex 304 71% 4%
% 301 ycTtaHOBNEHHbIX cTpemutca  17%
Ha paHHel cTaaun K 0%

% 301 ycTtaHoBNEHHbIX 88% 3%

Ha No3aHel cTagun

CKOpOCTb NPOrpeccun  BbICOKas HU3Kan

MyuuHo3Has

3%

12%

2%

Hu3Kan (50%)
BbicoKan (50%)

WHO Classification of female genital tumours. 5 Ed., 2020

SHAOMeT-
puounaHas

8%
33%

3%

HU3Kan (90%)
BbICOKan (10%)

Dion et al., J Clin Med, 2020

Csetnio-
KNeToyHas

9%
38%

4%

HU3KaA
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HacnepncteeHHble onyxosieBble CUHAPOMDbI

* HacneacteeHHble onyxonu - 5-10%
BCEX C/ly4aeB OHKONOrMYECKMX
3aboneBaHui

* He meHee 1% 340poBbIX Ntoael -
HOCWUTENIN NATOreHHbIX MyTaLUi,
NOBbILWAOWMX PUCK pa3BUTUA
3/10Ka4YeCcTBEHHbIX HOBOOBpPa3oBaHuUit

Orey Mare
(Gonen) (3goposa)
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Coin Loub Coin Joub
(Bonex) (agopoea) (3aopos) (BonsHa)
MpakTuyeckasa oHkonorusa, 2014, T.15, No3

Ob6LWne KANHUKO-TEHETUYECKME XapPaKTEPUCTUKN
HacneaCTBEHHbIX ONYX0NEBbIX CUHAPOMOB

® ﬂ,OMMHaHTHbIVI T™TN HacnenoBaHUA

* OTArOLLEHHbIA CEeMENHbIA aHaMHe3

* HeobblyHO paHHM[;I BO3pPacCT NoABAEHNA HeOoN/1a3m

* Hannune nePBUYHO-MHOXECTBEHHbIX onyxoneﬁ
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CKPUHWHT myTauuii reHos BRCA1/2

* Hu3Kas pacnpocTpaHEHHOCTb MyTaLM Y HAaceNEeHUsA B LLesIOM
* OTHOCUTE/NIbHO HU3KUI PUCK pa3BuUTUA PA y eHWUH 6e3 cemeliHOM nctopumn
* CTOMMOCTb reHeTUYECKOro TeCTMPOBaHMA (NPAMasn U KOCBEHHas)

* [lcuxonornyeckne n KNMHUYeCKne NoCNeacTBmaA 414 NaUNEHTOK, C
MNONOXKUTENIbHbIM Pe3yNbTaTOM TeCTa

Ann Transl Med. 2017 Jul; 5(13): 275.

len BRCA1 (breast cancer)

* OTKpbIT B 1994 roay

*TpeTb cemenHbIX cnydaes PMMK/PA

* «IddeKT ocHoBaTENA» -
EBpeun-AwkeHasn BRCA1 185delAG
Ucnhanans BRCA2 999del5

Poccus BRCA1 (5382insC) 90%
* Pe3ncTeHTHOCTb K TakcaHam

* YyBcTBUTENBHOCTL K PARP-UHIMBMTOpaMm,
npenapaTbl NAaTUHBbI

MpakTunyeckan oHkonorua, 2014, T. 15, N3
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CpegHuii BO3pacT NAaLMEHTOK C PaKOM AMYHUKA HA MOMEHT

NoCTaHOBKM AuarHosa (rogbi)

Tunbl onyxoneun Bo3spacr

KapuumHoma, accoummpoBaHHas c CMHAPOMOM JlInHya 43

HenHBa3MBHaA cepo3Hasn KapunHoma low grade 43-45

DHAOMETPMONAHAA KapLUMHOMA U3 SHAOMETPMO3a 50

dHAOMETpMOMAHAA KapLMHOMA acCOLMUPOBAHHAA C 50
3HAOMETPUOUAHOM KapLUMHOMOW Tena MaTku

KapuunHoma, FIGO1 ctagua 53
CBeT/1I0KNeTOYHaA KapunHoma 50-53
BRCA1-accoummnpoBaHHasa KapLuMHoma 54 —
Cepo3Has KapunHoma low grade 56
DHAOMETPUONLHAA KapLuMHOMa 55-58
BRCA2-accoummpoBaHHasa KapunHoma 59

Cepo3sHas KapunHoma high grade, FIGO3 cTagus 62-64 -—
KapumHocapkoma 64-66

Kurman R. Blaustein’s pathology of the female genital tract, 2019

BRCA1l-accounMmMpoOBaHHbIM paK ANYHUKA

*HacneacTBeHHbIM paK AUYHUKOB:
15-20 % cnyyaes

*TpeTb cemeliHbIX Cly4aeB paKa AMYHUKa

obycnosneHbl BRCA myTaumen
*BRCA1 (5382insC) - 90% (P®)

*70% BRCA-mut - cepo3Has KapunHoma hg

WHO Classification of female genital tumours. 5 Ed., 2020
Kurman R. Blaustein’s pathology of the female genital tract, 2019
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Mopdonormueckne ocobeHHoctn BRCAl-accounmmpoBaHHOroO
Cepo3HOro paka ANYHMKa

Mopd¢onoruuyeckue BRCA1 BRCA2
ocobeHHOCTU

ApXMTEKTOHMKA
ApepHaa atunua

Hekpo3sbl

Onyxonb-
MHOUABTPUPYLOLWME
MMmoLmUTbI

Mopdonorus metactasos

NmmyHodbeHoTUn

Yacrto SET mopdonorus
BbipakeHHan

Ob6LunpHbIe CpaBHUTENbHO
Hebonblmne

Bblpa)KeHHOE npucyTcteune CpaBHVITeﬂbHO HEeMHOro

MHBa3uA WMPoKUM GPOHTOM AN MHOUNBTPATUBHAA C
MUKPOManuAAAPHbIM NAaTTePHOM

CK7+, PAX8+, WT1+, ER+, PR+/-, p16 (anddysHo)

Hodgson et al., Front Oncol, 2020

McTtoapxmteKToHMKa BRCAl-accoummpoBaHHbIX KAPLUMHOM ANYHUKA

" (@) conugHbIi,

(b) nceBOO3HOOMETPUONTHDIN,

(C) NnepexoHOKNETO4YHO-

; noAo6HbIN,

¥ (d) manunnsapHbIn 1
MWKPONaNUIMsSpHbIN,

(e) conuaHbIn n
MUKponanunnspHbIi, and

(f) yncTbIN MUKpONaNUNNAPHLINA

Reyes et al., Modern Pathology, 2014
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Mopdonormnyeckme ocobeHHocTn BRCAl-accoummpoBaHHOTO
CepOo3HOro paka ANYHMKA

BbicoKaa MUTOTUYECKaA aKTUBHOCTb
[eorpaduueckmne HeKposbl
BbipaxkeHHaa numdoumntapHas MHGUALTPaLMA

Hodgson et al., Front Oncol, 2020

Tunbl MHBaA3UK

(a) Hebonblume Kpyribie meTacTasbl,

(b) PocT wupokmum ppoHTOM (OTCYTCTBYET
MHOUABTPATUBHDIW Kpait),

(c) w(d) MHPUNLTPaTUBHbIE MeTacTasbl

Reyes et al., Modern Pathology, 2014
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Pacnpe,u,eneHme TUNOB aPXUTEKTOHUKN N NATTEPHOB MHBA3NU

meTacTta3oB BRCAl-accounmmnpoBaHbIX KAPLUHOM AUYHUKA

Genetic subgroup Tumor architecture

Patterns of invasion

Number of cases

BRCA1 germliine
—

Solid
Papillary
Micropapillary

Pushing
Pushing

Infiltrating

BRCAT somatic
Cribriform, solid
Micropapillary
BRCA1 promoter methylation
Cribriform, pseudoendometricid
Solid
Micropapillary
No germline BRCA mutation
papillary
Cribriform, pseudoendometrioid

Solid

Bo Bcex cnyvasnx PA c aHomanmammu BRCA1 Habntoganuce nnbo metacTasbl C KpaeM Onyxosv «LLUMPOKUM

Pushing

Infiltrating

Pushing
Pushing

Infiltrating

Infiltrating
Infiltrating

Infiltrating

poHTOM» (76%), MO0 MHPUNBTPATUBHBIE METACTas3bl, COCTOSILLME TONBKO M3 MuKkponanunn (24%).

Bo Bcex cny4dasax cnopagun4eckoro PA nabnoganucb WHUNBTPaTUBHbBIE MeTacTasbl C ydacTKaMu nanmnnapHoro,

»enesuncToro, KpubpudopmHoro ctpoeHust (P <0,001).

MeTactatnyeckme BRCAl-accoummpoBaHHblE CEPO3HbIE KapLMHOMbI BbICOKOW CTEMNEHM 3510Ka4ECTBEHHOCTH

obnapatot XapaKTepHbIMU Mopdonormyecknmm ocobeHHoCTAMMN.

Reyes et al., Modern Pathology, 2014

KapumHocapKkoma ANYHMKA

* 2 % Bcex cny4yaes PA

* MocTmeHonaysa (crapwe 60 net)

* BudasHbIi TMN pocTa ¢

KapuyMHOMATO3HbIM U CAPKOMATO3HbIM

KOMMNMOHEeHTamMu

* 5-neTHAA BbIXKMBaemMocTb 15 %

WHO Classification of female genital tumours. 5 Ed., 2020
Kurman R. Blaustein’s pathology of the female genital tract, 2019
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PUCK pa3BMTMA ONyX0/ien y HoCcUTeNen MyTaumm reHa
BRCA1/2 kKpome PM}/PA
MpeacTaTenbHas xenesa Bo3moxkHbIN OnpeaenéHHbINn
MNMoparkenyaoyHas xenesa BO3MOXHbIN OnpeaenéHHbIn
MartoyHas Tpyba OnpepenéHHbli OnpepenéHHbli
SHAOMETPUI Bo3MOXKHbIN He pokasaH
LLlelika maTku He pokasaH BO3MOXKHbIN
MeyeHb BO3MOKHbIN BO3MOKHbIN
Kenypok Bo3mMOXKHbIN Bo3mOoXKHbIN
ToncTas KNwWwka BO3MOXKHbIN He pokasaH
[onosa u wes He gokasaH Bo3moxkHbIN
MenaHoma He gokasaH BO3MOXHbIi
PUCK ana my>4nH- MUWHUMaNbHbIM OnpepenéHHbli
HocuTenemn
WHO Classification of Tumours of the Breast. 5 Ed., 2019

3a4a4M MONEKYNAPHO-TEHETUYECKOM ANATHOCTUKM
HacNeACTBEHHbIX ONYX0/1IE€BbIX CUHAPOMOB

* [loagTBEpPKAEHNE MONEKYNAPHO-TEHETUYECKOTO ANArHo3a
HacneaCTBEeHHOro paka

* ONTUMM3aUMA TAaKTUKM le4eHNA NALNEHTOB C
HaCﬂep,CTBeHHOﬁ onyxonbto

* MpoBeaeHVe MONEKYNAPHO-TEHETUYECKOW AMArHOCTUKU Y
YNEeHOB CeEMbM MALMEHTa C LLe/IbIO UCK/II0OUYEHUA BbICOKOTO
pWCKa PasBUTMA aHANOTMYHbIX 3/10KAYeCTBEHHbIX
HOBOOOpPa3oBaHM

* OpraHmsauma Komnaekca MepOI'IpMﬂTVIﬁ, HanpaBa€HHbIX Ha
npegynpexaeHne n paHHK ANarH0CTURy OHKONOMMYeCcKom
naTo/1IornMn y 340poBbiX poaCTBEHHUKOB NauneHTa

* [lnaHnpoBaHUe Co34aHUA CEMbU N AeTOPOXKAEHNe

M I'IporHo3V|posaHV|e 340p0BbA NOTOMCTBA
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Germline and Somatic Tumor Testing in Epithelial
Ovarian Cancer: ASCO Guideline

PekomeHgauma 1.1. Bcem naymeHTKam € aNUTENMANbHBIM PAaKOM ANYHUKA CneayeT NPeasoXuTb reHeTuyeckoe
TeCcTMpoBaHWe HacneACTBEHHbIX myTaumii BRCA1, BRCA2 u aApyrux reHOB NpeapacnoNoKeHHOCTU K PaKy ANYHUKA,
HE3aBUCMMO OT KIMHUYECKUX OCOBEHHOCTEN UK CEMENHOrO aHamHe3a. MaLMeHTKam C OTCYTCTBYHOLLMMM
HacneacTseHHbIMMU MyTaumamn BRCA1/2 8oKHO NPOBOAMUTLCA UCCIEA0BaHME COMATUHECKUX MAaTOreHHbIX MyTauui
BRCA1/2.

PekomeHpgauma 1.2. MaymeHTKam C YCTaHOBNEHHbBIM CBET/IOK/IETOYHbIM, SHAOMETPUOMAHBIM, MYLMHO3HbIM PaKoM
AWYHWMKA LOMKHO NPOBOAUTLCA UCCNeAO0BaHMe aeduumta cuctembl penapaumun AHK (dMMR).

Konstantinopoulos et al., American Society of Clinical Oncology, 2020

* [lonbiTKa M,D,eHTVId)MLI,MpOBaTb OHKO/NOTM4YeCKMUX nauymneHTos C
MYTaUMAMU BbICOKOTO PUCKa B reHax npeapacnonoxXeHHOCTU K
OMNyXoNnAM NyTéM NPOCTOro CocpenoToYeHUA BHUMAHUA Ha
cemeliHOM aHamHese TPYAO0EMKA, HO NPUBOAMUT K TOMY, YTO YacTb
nauneHToB ynyCckaeTca u3s snay

* [laTonoroaHaToMmbl MLI,EHTMC])MLI,VIDYIOT nauneHToOK anAa
reHeTn4ecKoro TeCtupoBaHunAa, He3aBUCUMO OT cemeliHoro
dHaMHe3a Uaun Bo3pacTa, 3HaAa CUTyaunun, B KOTOPbIX onpasaaH
MOUCK lCI,|:)¢':\I‘/‘IBE|:)HbIX MyTaLI,MVI N KOHTEKCT UX UHTepnpetTayunn
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HekoTopble HacneacTBEHHbIE OMYXO/M UMEKOT
onpenenéHHble mopdonormyeckme ocobeHHoOCTH, KoTopble B
psAe cnyvyaeB NO3BOMAKT PEKOMEHAOBATb NaLMEHTAM
nposegeHne HeobXoAMMOro MOIEKYNSPHO-TEHETUYECKOTO
nccnenoBaHms

bnarogapto 3a BHUMaHUe
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