08.12.2021

®PrbY «HaunoHanbHbIN MEAULNHCKUIN UCCReaoBaTeNIbCKUM LIEHTP

= aKyuwepcTBa, FrMHEeKONornm 1 nepuHaTonorum
M. akagemuka B.U. Kynakosa» M3 PP
[MaTonoroaHaToMun4yeckoe oTaeneHne
OHKOMATONornm

OnddepeHunanbHaa gnarHocTuka

MYLUMNHO3HbIX onyxoneﬁ ANYHUKOB
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[maBa. Mucinous tumours. Responsible Editor — Vang R, Khunamornpong S,
Kobel M, Longacre T.A., Ramalingam P

TepmuH «MyumHo3Hble onyxonu (MO)»

Female Genital MyuyuHo3HbIe ~ Ofyxonu  SIUYHUKO8  cocmosim U3

Tumours Heomnacmuyeckux K/TOHanbHbIX cnusbcodepxaujux
anumenuanbHbIX KIEMOK Xenydo4HO-KUWe4YHo20 muna
(6okanoeudHbie, 3HmMepoxpomagpuHHbIe u

apaupodunbHblie  Knemku) unu  Mronneposa  muna
(3HAouyepsukanbHbIe Knemku)

* 8470/0 MyyuHo3Hasi yucmadeHoma (NOS)

* 9015/0 MyyuHo3Hasi yucmadeHogubpoma
(NOS)

* 8472/1 [NoepaHu4Hasi MyyuHo3Hasl onyxoJsib
* 8480/3 MyyuHo3Hasi KapyuHoma

Female Genital tumours. WHO Classification
of Tumours, 5th Edition. Volume 4 , 2020 The
Classification of Tumours Editorial Board

https://tumoursclassification.iarc.who.int
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PacnpocTpaHéHHOCTb U YacToTa BCTPE4aeMOCTU MYLIMHO3HbIX
onyxorsiert AUMHUKOB

=

MyuunHO3HbIEe onyxonu SINYHUKOB cocTaBnAaT 15% Bcex
HOBOOGpa30BaHUN ANYHUKOB

=

Okono 80% MyLMHO3HbIX ONyxoJier AMYHMKOB ABNAIOTCS
[06poKayecTBEHHbIMU, OCTalbHbIe - NOFPaHUYHbIMU, BKOYas
ONyXOnu C UHTPa3anuTenuarnbHOW KapuuHoMoWn, u <5% saBnsalTcA

KapuuHoMamu (60NbLUMHCTBO U3 HUX - cTagum ).

=

B CLUA u cmpaHax 3anadHoli Eeponbl — 12-15% Bcex HOBOOGpa3oBaHUM
ANYHUKOB

B slnoHuu - 20% om ecex eudoe 3/10Ka4ecmeeHHbIX onyxoJsell SU4HUKO8

" - ol ERNHEE A MyuuHosHEIx onyxoneit AuHMKOB

Bcmpeyaromcsi e nro6om eo3pacme ( cpedHuti 35-50 nem)

Onyxonu Kak npasusio 00HOCMOPOHHUe
Pedko nopaxaromcsi o6a ssuyHuUKa (5-10%)

Yalle Bcero onyxonb NposiBrisieTcsi 60nbio B XXuBoTe. boneBor cMHAPOM MOXeT ObITb
HeBbIPaXeHHbIM U ANUTENbHbIM.

OcTpble 60nv BO3HMKAKOT B pe3ynbkrare:
pacTsbkeHus NM60 paspbiBa Kancynbl ONyxonu,
nepekpyTa onyxonu 1 HapyLUEeHUs1 ee NUTaHuUs,
cAaBneHus Ha NPSIMYIO KULLKY, TMGO Ha MOYeBOW My3bipb

MyLWIHO3HbIe onyxosnu cogepxat NIITeUHU3NpoBaHHbIe CTPpOMaribHble KIeTKu 4alle,
Yyem gpyrue anutenuarnbHble onyxonu AsM4YHUKOB, U MOTyT Bbi3blBaTb 3CTPOreHHbIe
Unun aHgporeHHblIe nNposiBrieHus.

Penkve ropMoHanbHble NPOABMEHUA MOTYT BKIOYaTh CUHAPOM 30MSnHrepa —
AnnucoHa (1M3-3a NPoAYKLMM racTpMHa HEMPOIHAOKPUHHBLIMU KINeTKaMu B onyxonwu)

WY KapuMHOUAHBLIN CUHOPOM.

MyyuHO3HbIe KapYyUHOMbI Yacmo cesi3aHbl C M08bIWEHHLIMU YPOBHSIMU 8
cbisopomke kpoeu CA125, CEA u yeanesodHo2o aHmuzeHa (CA19-9).

Bone3Hb makxe Moxem npomekams 6eCCUMIMOMHO U 8bIsI8IsIMbCSI C/Iy4aliHO npu
nanbnayuu xueoma, 6umaHyansHoM unu Y3 uccrnedoeaHuu
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"
BeposimHble UCMOYHUKU pa3eumusi MyUUHO3HbIX oryxosiell SU4HUKO8

BosHukarom u3 Kriiemok eHe30 Barnbxapda, 00b6poKkaqyecmeeHHbIX
onyxoneu bpeHHepa, us knemok Onyxonu Cepmornu u Jletiduaa, Kremok
mepamom u 3Heomempuo3alaHdocarnbnuHa03a

CwmellaHHas MyLMHO3Has
unctageHoma/Onyxonb
BpeHHepa anvHuKa

KRAS myTauus
14-75%

ATy &

Kucta, BbICTNaHHas
MYUWUHO3HbLIM 3nuUTenmem

TepaTomMa AnYHUKA C ANEMEHTaMU KUCT,
BbICT1I@HHbIX MYUWUHO3HbIM 3nuUTenmem

MyuunHosHas umctageHoma/ Onyxonb
u3 knetok Cepromm u Jlengura
ANYHUKA

|
MaKpOCKOI'IU'-IeCKaH OuazHoCcmMuKa MYUUHO3HbIX onyxoneCI AUYHUKO8

Pa3mep 6onee 30 cm

MorpaHunyHas

BO3 kputepum Bblpe3ku MaTepuana:
Onyxonu AMYHUKOB <10 cM 1 6MoK Ha Kaxabin 1cm
Onyxonu ANYHUKOB >10 cM 2 6roka Ha Kaxabi 1 cm

KapuuHoma




JlobpokadecmeeHHbIe MyUUHO3HbIE OryXxonu au4HuUKkos (13%)
Mukpockonuus

,ﬂo6po:<aqecmeeHHa,q MYyUUHO3Has Orlyxosib )Kenydquo-Kuwequeo muna
F'McTonornyeckne 0Co6eHHOCTH:

MO BbICTNaHbI OAHOCHONHLIM MYLIMHO3HbLIM ANUTENMEM U3
KIeToKk BOKanoBMAHOIO, KULLEYHOTO, HENPO3HAOKPUHHOMO
TMNOB 1 kneTtok lNaxera, ¢ npusHakamu cnabon KNeTo4HoM
1 SifEPHON aTunuu.

OHM MOryT COCYLLECTBOBATb C MOrPaHUYHbIM UK
3110Ka4€CTBEHHbBIM MYLIMHO3HbIM KOMMOHEHTOM. |
ABNATHCS KOMMOHEHTOM 3PEernon TepaTombl (AepMOVAHON
KWCTbI) Unu onyxonu bpeHHepa.

Pepnko cogepxarb MypasnbHbIN y3enok 1 6biTb
aCccoLMMPOBaHbl CO CBETIIOKIIETONHO KapLIMHOMOM,
KPYMHOKINETOYHON HEMPO3HAOKPUHHON KapLIMHOMOM,
3HAOMETPUONAHON KapLIMHOMOIA U OMyXOrblO U3 KIETOK
Ceptonu u Jeiigura.

pu HepaaWKanbHOM yAaneHn BO3MOXHbI PeLiamBbI.

Mronneposa muna

BcTpevatotcs B Buge LuMcTageHOM unv  ageHoubpom
BbICTMAHHbIX  OAHOCMOWHBIMW ~ MYLMHO3HbIMWU  KIeTkamu
Kyb6oBuaHOWM unu BbICOKOW cton6yaron hopmbli:

lMoepaHu4YHbIE MYYUHO3HbIE OMyXOou AUYHUKO8
Mukpockonuusi

rucmonozuyeckue ocobeHHocmu:
MorpaHnyHbie MYLIMHO3HbIE OMYXOMM COCTOSAT U3 CIIOXKHOW apXVUTEKTYPbl KUCT,
Xenes 1 BETBSILLMXCA COCOMKOB He Gornee 4 KNeTok B BbICOTY, BbICTIAHHbIX U3
KIMETOK XEenyAo4HO-KMLLEYHOro Tvna (6oKanoBMaHbIX, 3HTEPOXPOMadMUHHbBIX
aprupoduIibHbIX) C YMEPEHHOWN 1 BbIPXKEHHOW aTunuen Knetok u saaep bonee
10% onyxonu, pasgeneHHbIX pasnnyHbIM KOMMYecTBOM (rBPO3HON CTPOMbI.
KnemoyHbili uMmmyHogheHomun: CK7+, CEA n PAX8, BapuabenbHas
akcnpeccusi CK20+/-, - ER, PR

IMpoaHo3: GnaronpusTHbIv | cTagusa — 100%

lMozpaHuYyHbIe MyUUHO3HbIe OMyXosu SU4YHUKO8 3HAoyepsukansHo2o muna (10%)

COCTOSIT 3 TOHKUX COCOHKOBBIX CTPYKTYP, BbICTNaHHbIX BbICOKUM U
cTon6yarbiM 3HAOLEPBUKanbHONOA06HBIM (Mionneposa Tuna) X
anUTENMeM, ¢ 0BUNMbHBLIM BHYTPUKINETOMHLIM MYLIMHOM,
HanoMWHaIOLUM 3HAOLIEPBUKANbHYK MUKPOMMaHAYNspHYHO
TVNEepnNasuio LLEeNKN MaTku.

AnuTenunanbHble KNeTkn, 0cOBEHHO 303MHOMUNBbHBLIE KIETKU, qachr ¥
[LEMOHCTPUPYIOT BbIPKEHHYIO CTPaTUMKaLUIO U SAEPHYIO &
atunuio, Kotopasi obblYHO BbiBaET NErkon UM yMepeHHOW.
ConyTCTBYIOLMIA Ta30BbIN 3HAOMETPMO3 npucyTcTByeT B 30-50%
crnyyaes.

B e
e AN
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MorpaHu4Has MyLMHO3Has ONyXorib ANYHUKOB C KapLmnHOMoW in situ (10-40%)

lucmonozu4eckue ocobeHHocmu:

Ouyaru KapLuMHOMBI in Situ B NOrpPaHU4HON MYLIMHO3HOMW ONYXOMnu
AWYHUKOB NpeAcTaBneHbl o4aramu KpubpudopmHomn
BHYTpMWXXenesucTtou nponudeparmm, conpoBoxaatoliencs
BbIpaXeHHOMN KNEeTOYHOW aTunmnemn, C BbICOKOM MUTOTUYECKOMN
aKTUBHOCTbIO, NPU OTCYTCTBUU CTPOMaribHOW MHBA3UK.
WHTpasnutenuanbHbIi MYLIMHO3HBIN pak xapakTepu3yetcs 100%
6naronpuaTHLIM NPOrHO30M.

KnemouHbiti uMmmyHogpbeHomun: CK7+, CEA u PAXS,
BapuabenbHas akcnpeccuss CK20+/-, - ER, PR

MyuuHO3HasA norpaHnyHas onyxonb SANYHUKA
C KapLUMHOMOM in situ.

lucmonozu4eckue ocobeHHOCMU:

Oyary MUKpPOMHBA3WM B NOrPpaHMYHON MYLIMHO3HOW OMyXONW NpeAcTaBreHbl
€AVHNYHbIMU KIeTKaMu U rpynnoW KNeToK v Xernes, pacrnosioXeHHbIX B CTpoMe
He Gonee 5 MM B HauGonblleM nsmepeHun.

B yacTu cny4yaeB MUKPOMHBa3MBHbIN pak coveTaeTcs C KapLuMHOMOW in situ.
MyuMHO3HbIEe NOrPaHUYHbIE OMYXONU C MUKPOUHBa3WeW UMEIOT 6rnaronpuaTHLIN
nporHo3. BenkuBaemocTtb npwm | ctagum coctaensiet 100%.

Knemo4Hbil uMmyHogbeHomun: CK7+, CEA, PAX8, BapuabenbHas akcnpeccusi CK20+/-, - ER/ PR

MyyuHo3Hasi KapyuHoMa U3 KITemok xesly00yHO-KULWEYHo20 muna (2-3%)
Fucmonozau4eckue ocobeHHocmu:

MHBasneHas MK kuweuHoro Tuna  UneasueHas MK xenynodHoro tvng
YacTo ogHOCTOPOHHEEe nopaxeHue An4HuKka. CpeaHue

pa3mepbl KapUMHOMbI COCTaBnsAoT 18-22 cm.
WHorpa coveTaeTcs ¢ norpaHuyHon MO.
COCTOUT 13 COCOYKOBBLIX CTPYKTYP U pa3BeTBEeHHbIX )kg?es

C YMEPEHHOMN U BbIPaXXEHHOMN KNETOYHOW aTUnuen, ¢

3KCMNaHCUBHbLIM/CIIMBAIOLMMCS UNn MHCI)MHpraTMBHbI&A

AECTPYKTMBHbIM POCTOM (B BUAe OTAEeNbHbIX CONUAHO

XKene3ncTbiX CTPYKTYp). Takke BblpaXXeHHbIN UHGUNb-

TPaTUBHBIN POCT ONYXONM XapaKTepeH U ANA MeTacTaTMYeCKOro NOPaXxeHUs SIYHNKA.

lMpo2Ho3: 5-a9 BbIXXMBaeMOCTb npu ctagun | — 91%, Il — 76%, III/IV —17%.

MyuyuHo3Has kapyuHomMma 3HOoUep8UKalbHO20 (Mionneposa) muna

cBsi3aHa, B 6ONbLUMHCTBE Crly4yaeB, C o4aramy 3HAOMETPUO3a U IHAOCANBLMMHINO3A ﬂwiu'mm

985
JI \‘ 2

I 0cob6 . N

VHBa3WBHbIE KNCTO3HbIE, XXENE3UCTbIE U COCOHKOBbIE CTPYKTYpPbI (> 5 MM), BbICTNaHHbIe
KneTkaMmn MyLUWHO3HOrO anuTenus, ¢ npusHakamun BbICOKOW MW HU3KOM CTeneHn
AnddepeHLMpPOBKA.

Mpy HaNUYMK B OMYXONU KIETOK CEPO3HOW U/MNK 3HAOMETPUOUAHON AN DEPEHLMPOBKU
AaHHYI0 OMyXOnb AWYHMKA KNAcCMMULIMPYIOT Kak CEPOMYLIMHO3HYIO KapLMHOMY

(BapuaHT SHIZlOMeTpVIOVI[J,HOVI KapLMHOMbI)

MpeanouTtu cucTema ¢ creneHun auddepeHumnpoBku (LG/HG),
YUUTbIBaKOLWasa rMCTOAPXUTEKTOHUKY U SAepPHble XapaKTepUCTUKN OnyXonu.

Knemo4Hbili ummyHogheHomun: CK7+, CA19-9 +, CK20+/-, CDX2 +/-, CEA+/-,

p16+/-, -ER/PR, - CA-125, - WT1, - NapsinA .
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|
MyumMHO3Has onyxornb ¢ capkomMonogobHbIMK u3me

naMn (MyparnbHble y3ernku)

MucTtonornyeckne oco6eHHOCTU:
Beidensiom 4 eapuaHma:
1. ACTUHHbIE capKOMBbl

2. CapkoMonoao6Hble y4acTku B BAe
MMraHTCKNX MHOroAEepPHbIX KNeToK, BepeTeHOBUHbIX
Y4YacCTKOB, M'MIraHTCKUX KITETOK, HAanOMUHaKLWNX
TMCTUOLNTDI

3. Oyaru aHannacTU4ecKoro paka

4. CmelLaHHbIN BapuaHT

. 2 e
KnemoyHbIli uMmyHogheHOmMUT: ? % 4 :
Myuuuosuaﬂ norpaHnyHas onyxonb c MypaanblM y3enkom
Vimentin+, CK18 +, CD68 + B BUAe rMraHTCKMX KNeToK, HaNnOMWHaKWNX OCTEOKNacTbl

MCTWHHbIE CapKOMHblE MyparibHbIE Y3€MKn BCTPEYaTCSl Peako U HanoMuHarT dmbpocapkoMy unm
HeanepeHUMPOoBaHHYO NIIEOMOPMHYI0 CapKOMY BbICOKOW CTEMEHWN 3MOKa4eCTBEHHOCTU, B PEAKNX
Cny4asix, 0OCTEOCapKOMY, C BblpaKEHHbIM WUHBA3MBHBIM POCTOM W COCYAUCTOW MHBa3WEN.
Capkomonofo6Hble y3enkn BKIYaeT HanMuue rmraHTCKUX MHOMOSIAEPHbIX KNETOK, HarnoMUHALLMX
OCTEOKNACTbl, MONUroHanbHble U BEPeTeHO0OpasHble KNETKW, C BbIPaKEHHbIM SAEPHLIM N1IEOMOPEHU3MOM U
MHOTOMUCIEHHBIMWA MUTO3aMW, U B BUAE KPOBOU3NUSHWIA, HEKpo3a U Anddpy3HOro ocTporo unm
XPOHWYECKOrO BOCNANMTENBLHOTO MHAMUNBTPaTa, C peakumy MUTO3aMu.

Y3enku aHannacTuyeckor KapLMHOMbI COCTOSIT U3 KPYMHbBIX MOMUIOHANbHbIX U BEPETEHO06PasHbIX
aNUTeNnanbHbIX KIETOK, C BbICOKOW atunuelt KNeTok U sAep, MHOTAA, C BKIKOYEHUSIMU JKenesucTbiX CTPYKTYP,
C BblpaXeHHbIM WUHBA3WBHbLIM POCTOM W COCYAUCTOW MHBa3VEN.

CMelliaHHble y3emnku 0BbIYHO COCTOSIT M3 PasfMYHbIX NMPUMECEH aHannNacTUYECKoON KapLMHOMbI U
BOCManMUTENbHOr0/PeakTUBHOrO KOMMOHEHTA.

311 onyxonu YacTo arpeccuBHble. 40% NauveHToB yMepnu ot 6onesHu, GOnbLUMHCTBO U3 HAX UMENU
onyxonu ctaguu 2IC.

MyuuHO3Has onyxorb, accoLMMpoBaHHas TEPaATOMON (

MMcTonornyeckne oCoGeHHOCTHU:
yu,m-losu

TAMT umetot Takue e knaccuieckue ﬂsaHl-fbﬂ
rucTonornyeckue NnpusHakm [o6poKa4yecTBEeHHOMN,
NOrpaHM4YHOMN ONyXornu (C HU3KUM MOTEeHLManom
3/10Ka4eCTBEHHOCTHN) UK KapLMHOMbI AUYHMKOB.
KapuuHoMbl MOryT 6bITb MHTPa3aNUTENUanbHbIMU UMK
WHBa3WBHbIMU, B PeAKMX Crnyvasx coaepxar
nepcTHeBUAHbIE KNETKWU, KONMOUAHbIA KOMMNOHEHT Unu
MypanbHbIV Y3€e/10K, COCTOSALLMIA U3 aHannacTUu4ecKon
KapLUUHOMbI.

KnetouHbin umMyHodeHoTUn -/+ CK7, CK20 + CDX2 +,
SATB2 +, PAX8-

TAMT TakKe UMeIOT CXoAHble rucTonornyeckue 0CO6EHHOCTH, KOTOPble BCTPEYAITCA U Y MYLIMHO3HbIX
onyxoren anneHauKea, YTo 3aTpPyAHAeT, B HEKOTOPbIX CRy4asX, ANarHOCTUKY Mexay NepBUYHON ONyXonbH]
AUYHMKOB U MYLIMHO3HbIM HOBOOGpa3oBaHuem anneHaukca (LAMN), oco6eHHO Koraa OHU accoLMUpyroTCA
C MYLIMHO3HbIM aCLIMTOM UIN NCEBAOMUKCOMON OPIOLLMNHbI.

TAMT cBsizaHbl C NCEBAOMUKCOMON ANYHUKOB A0 50% cnyyvaeB. Mukpockonuiecku, UaMeHeHUs B
GplolinMHe BapbupPYIOT OT 6€CKNETOYHOro MyLiMHa A0 MYLIMHO3HOIO 3NUTENNUA HU3KOW UMW BbICOKOMN
CcTeneHn 3110Ka4eCTBEHHOCTM M HaNOMMWHAIOT ANUTENUIA NEPBUYHON ONYXONW.

LiuToreHeTnyeckue uccneaoBaHus Nokasanu KNoHanbHylo CBA3b Mexay Tepatomon u TAMT

Ucnonb3ys aHanu3 MukpocartennuTHoro nonumopcdusma, Kerr et al. o6Hapyxunu, yto TAMT O0GbLIYHO KIOHanbHO
COOTBETCTBYIOT acCCOLUMUPOBaHHbLIM TepaToMaM U 4acToO AEMOHCTPUPYIOT NOSHYI0 U30AMCOMMUIO, yKa3biBasA Ha TO, YTO no
KpaiiHel Mepe HeKOTOpble U3 HUX BO3HMKAKOT U3 JKEHCKUX raMeT W, TaKuM 06pa3oM, NPOMCXOAAT U3 3apoAbILLEBLIX KNETOK.

Snir et al. 0GHaPYXMNU roOMO3UroTHOCTb UMK YAaCTUYHYIO FOMO3UIOTHOCTb B TEPaTOMHOM KOMMOHEHTe BO BCEX crny4asXx C
reHOTMNMUYECKUM COOTBETCTBMEM Mexay TepaTomow U TAMT B 5 u3 6 cnyyaeB. MyuMHO3Hble ONMyXOnM, He CBsi3aHHble C

HOCTL
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| F
eTacTtasbl MyLI,I/IHO3HOIZ ageHOKapuMHOMbI B ANYHUKaX

Xenynka LiepBUKanbHoy
N ETEDE]

ToHKOW KULIKY 4 5 ' . MonouHon
Kenesbl

TNerkunx

XKenyHoro
ny3sbips

ToncTon 3 b > TNoxaHku
KULLKKN :

| F
oponorndeckne Npu3Hakn metactaTm4eckux n nepBnYHoOM

MYLMHO3HOW KapLMHOMbI IMMHUKOB (1)

[eyctopoHHue (80%) OpHocTtopoHue (> 95%)

BapuabenbHbin pasmep (< 13 cm) Bonblive pasmeps! ( B cpegHem 22 cm)

[MoBepXHOCTHOE NopaxeHue ¢ [Mapkas BHELUHAS MOBEPXHOCTb.

BOBMEYEHMEM CTPOMbI Unu 6e3 Hero PacnonoxeHbl B ToNwe TKaHu SnyH1Ka
(peoko No NMOBEPXHOCTN)

Y3r0BOW MHBa3MBHbIV POCT Penko

BbipaxeHHbI MHBA3MBHbLIA POCT C He BbipaxeH

[ecMonnacTu4eckon CTpoOMOon
O6unbHasa numdoBackynsapHas nHeasus  JludpoBackynsapHas MHBa3ns He

BblpakeHa
Mcespommkcoma 6ptoLumHbl (80%) Mcespommkcoma GproLimHbl 20%
OBunne nepcTHeBNAHbIX KNETOK, XapakTepHa Ans Takux OrtcyTcTBYOT

JioKanuaauun Kak xenyaok (76%), Tonctas kuwka (11%),
MornoyHast xenesa (4%), GunnuapHbin TpakT (3%), anneHauke
(3%) n opyrue opraHbl 3% (TOHKas KuULLKa, MOAXenyaoqHas
Kenesa, LepBuKanbHbIN KaHar, Nerkoe, MoYeBon My3bipb,
ypaxyc, noxaHka)




"
Mopdponormyeckne NpusHaku MeTacTaTMyeckmx 1 NepBUYHONA

MYLIMHO3HOMN KapLUUHOMbI SUYHUKOB (2)

MeTacTaTMuyeckme ageHOKapLUHOMbI MepBUYHbIE MYyLIMHO3HbIE
OnyXosnu IM4HUKOB

KapTuHa konnovaHon kapumHOMbI Pepnko moxeT ObITb

Menkue xenesuctble CTPYKTypbl CO cnabow VIHBa3MBHbBIN POCT HE BbIPAXEH
aTunuen KNeTOK U SAEP, HO C BblpaXXEHHbIM
MHBa3NBHbLIM POCTOM

HeT choHoBLIX 3aboneBaHuin YyacTkm [ob6poKka4yeCcTBEHHbIX U
NOrpaHNYHbIX MYLIMHO3HbIX
onyxonem

Hanuune nepBuyHOM onyxonu B gpyrnx opraHax OTCyTCTBME NEPBUYHON
3110Ka4€CTBEHHON OMyXonu

OpHOTWMHas rMcTorormyeckas kapTuHa YacTto cnoxHasi nanunnsipHas
apXWUTEKTypa OmyXonu

OtcyTcTBYeT Accoumauus ¢ TepatoMon,
onyxonbto bpeHHepa, kneTo4YHon
onyxonbto Ceptonu-flevigura n
3HAOMETPUO3OM

MIMMyHOrMcTOoXnMmnyeckas guarHocTmka nepBuUYHOM U MeTacTaTn4eckomn
MYLIMHO3HOW KapLMHOMbI SU4HKKOB (1)

[MepBrnyHas onyxonb /cK20-
ANYHUNKOB - WT1 u CA125, B-catenin
20— 5
v CK20 —

MeTtacTtas

v e
MertacTas

NOmKENyL04HOI /CK20 — - SATB2, PAXS, ER/PR
»Xenesbl
MeTacTtas Tonctomn - CK7, SMADA4, PAX8, ER/PR
KULLKN |-
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MMMyHOFMCTOXMMMHeCKaH ANarHoCTuKka I'IepBI/I'-'IHOIZ MU MeTacTaTn4eckon

MYLIMHO3HOW KapLMHOMbI SSUYHMKOB (2)

CK7 + (75%), 1) CK20+ [ ]

(25%), CDX2 +(64%)
& 4
@ D

CK7 + (88%), CK7+/CK20+ ER/PR. PAXE )

(12%) p16 +, CEA+, Beta-catenin+ + ER/PR, ’
& 4 of
@ D

+GCDFP-15, + GATA3, CK7+,
ER+ PgR+
& 4
@ D
- + CK7, TTF1, NAPSIN A, EMA,

+ CDX2,MUC2, CK20,Villin, HNF4a Peako /+SABT2
& 4
@ D

[ + CDX2, CK20 ] [ + B-catenin, ]
& 4
@ D
7 -
[_'_ CDX2, CK20, Reg IV ] [ 34BE, CK7, claudin 18 ]
& 4
|

KnuHnyeckne n natonornyeckne ocobeHHocTu, obnerdyaroLime AMarHoCTUKy

MYLIMHO3HOW OMyXOnu sSINYHUKOB

KnuHuveckue oco6eHHocmu:

1. Bo3pacm nayueHmku

2. OHOOKPUHHbIE Unu napaHAOKPUHHbIE U3MEHEHUSs Uilu accoyuuposaHHble CUHOPOMbI

3. AHaMHe3. ucmopusi unu CUHXPOHHOCMb Opyaux omnyxosnel

4. @QusukanbHoe uccnedoeaHue: nanabnayusi Xueoma, MOJIOYHbIX Jesle3 u TumghamuyecKux y3/108
l'uHekonozuyeckuli ocMmomp

5. [ononHumenbHble MemoOdbi uccredoeaHust:

Y3WU GploluHOM NonocTu, BKOYass Manbii Ta3 ¥ 3a6prolUIMHHOE NPOCTPaHCTBO

PeHmeeHonoauyeckoe uccredogaHue opzaHos 2pydHoU Kiemku

acmpockonusi, KOJIOHOCKOMUSI U/TU_UPPU20CKOMUsI

N3T/KT, KT wnu MPT opraHoB OpHOLHOM MOMOCTM, Maroro Ta3a, BO3MOXHO — 3a0pHOLMHHbIX
numdaTnyecknx ysnos

Mammorpadms

PapnounsoronHoe uccnepoBaHue noyek

Mo nokazaHWsIM: Nanapockonus U NYHKLUS GPIOLLHOW NONOCTH

Pe3ynbmamsi nabopamopHbix uccriedo8aHull, 8K/1r04asi UMMYHOIormyeckoe nccnefoBaHme KpoBm

C uenblo onpeAeneHusi ypoBHS ONyXofb-acCoLMMpoBaHHbIXx MapkepoB (P3A, CA19-9, CA-125)

HNumpaonepayuoHHble daHHbIe

Obuwue xapakmepucmuku: pa3Mep, J1amepasnbHOCMb U C8si3aHHble pe3ysibmambl

Mukpockonu4eckue oco6eHHOCMU: 2UCMOI02U4eCKoe CMpoeHue, murbi KI1emokx

lMoemopHoe aucmosnozu4eckoe uccredosaHue (hukcupoeaHHO20 Mamepuana

HNmMmyHo2ucmoxumuyeckoe uccredogaHue

Cneyughuyeckue ocob6eHHoCmMu onyxonu sAU4YHUKa:

1. Hanu4ue mepamombi

2. 3HAomempuo3a

3. Onyxonu BpeHHepa, onyxonu u3 kinemok Cepmosnu — Jleiiduza

4. [ModmeepxdeHue Mo20, YMo Onyxosib SIUYHUKOBasi, a He NapaosapuasbHasi
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€TAaCTaTUYECKUX MYLIMHO3HDbIX onyxoneﬁ

Cniyyan 1
JKeHwunHa 48 net
YKanobbl: Ha TAHyLWMe 6onu BHU3Y XMUBOTA, YBENMYEHMWE XNBOTa B 0O6beme
Mo gaHHbIM Y3 OMT: onyxonb siudHuka (kncta 6onee 10 cm)

C 13.05.2021 no 20.05.2021 r Haxoaunacb Ha NeYeHnUn B ’MHEKONOrM4YeCcKoM
otaeneHun MepuHaTtaneHoro ueHTpa (r. KpacHogap) ¢ anarHosom: Pak au4HUKoB
cT. lIC T3cNxMo. 14.05.2021 r. BbINofnHeHa nanapockonus, 6uoncus GproLWnHbI,
6onbLUIOrO canbHMKa, 3BaKyaLMs acUMTUYECKOM XuakocTu. Mo AaHHbIM
naToructonormnyeckoro nccnegosaHmsa Ne 5653 ot 18.05.2021r: B canbHuKe U
OplolLnHe MeTacTasbl cnnseobpasytoLLet ageHOKapLMHOMBI.

MpoBeneHo 2 kypca HAXT no cxeme kapbonnatuH +naknutakcen ot 27.05.2021r.
no 17.06 2021 r.

OrAC ot 05.05.2021r.: HEAOCTATOYHOCTb Kapamu. pUTemMaTo3Has ractTponaTus.
BynbouT.

KonoHockonus ot 27.06.21r.: kaTapanbHbIi KONUT.

Mo gaHHbIM KT OIK n yepena ot 19.05.2021r.: 04aroBbIX U MHPOUNETPATUBHBLIX
TEHeW B NErkmx U CpegoCTEHUN He BbISIBNIEHO, BHYTPUrPYAHbIE /Yy HE YBENUYEHbI.

Onkomapkepsbl: CA 19-9 = 54.5 E[l/mn; CA 125 =72.9 Ea/mn; HE4 = 50.7

08.12.2021
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Onepmuvm T 19.07. 134135 VIHTepBanbHas LMTOPeayKTMBHAs onepauus: nanapotomus,

KCTUpMaUWst Matkv ¢ npuaaTkamu, ToTarnbHas napvetanbHasi NEPUTOHIKTOMMSI, anneHa3KTOMUS,
CNMEHIKTOMUS, TOTanbHash OMEHTIKTOMUS. PenHdyauns ayToaputpoumtoB. MonHas umMtopenykums.

MaKpocxonwaecKoe onucaHue

AMMNEHAMKC. YepeeobpasHbiit OoTpOCTOK pasmepamu 6,5x0,9x0,9 cm, ¢ BpblixKkeeykol pasmepamu
6,5x1x1 cm. B bpbiKeeuyke - MHOXECTBEHHble ornyxonesble y3nbl oT 0,5 Ao 2 cm B AvameTpe,
npeacTaBAeHHble  NOAYNPO3PayHbIMK - CIM3EBUAHBIMM  CEPOBaTO-PO30BbIMM  Maccamu. CTeHka
YyepseobpasHoro otpoctka 0,3 cm, cau3nctaa obonovka - TOHKaA Ceporo LBeTa, MofoCTb —
wenesnaHan.

MPABbIE MPUOATKM MATKW. MaTouHan Tpyba gavHoi 11 cm, anameTtpom 0,5 cm. Cepo3Hbiii NOKPOB
MaToO4YHOM Tpybbl - Ccepbli, MafAKWUiA, C OnyxoneBbiMM y3enkamu oT 1 Ao 3,5 ¢cM MO AJ/IMHHWMKY,
noaynpo3payHoro BMAa, ceposaTo-6enoro ugeta. ANYHUK KUCTO3HO M3MeHEeH pasmepamm 12x9x8 cm.
Hapy)Haa noBepxHOCTb fAMYHMKA cepoBaTo-b6enas, C BbIPAXEHHOW WHbEKUMEeW CcocyaoB M C
onyxoneBbiMK y3enkamu OoT 1 A0 3 CM MO AJ/IMHHMKY, NONYNPO3PaYHOro BMAA, CepoBaToO-pO30BOr0
uBeTta. Ha paspesax, AMYHUK TOTa/sIbHO 3aMeLLeH MHOTOKaMepHbIM KMUCTO3HbIM HOBOOGpasoBaHueMm,
NoMOCTM KOTOPbIX 3aM0IHEHbI CIM3EBUAHBIMU MONYNPO3PAYHbIMM MAcCaMu, U COCTOALLMM U3 KUCT OT 1
00 10 cm B AMametpe, ¢ benecosaton, ragKom, baecTalLein BHyTpeHHeN NOBEePXHOCTbLIO.

JIEBbIE NMPUOATKU MATKW. MatouHasa Tpyba anuHoli 9 cm, gnametpom 0,5 cm. CeposHbIli NOKPOB
MaTOYHOWM TPYbbl - Cepblii, MaAKWi, C ONyxonesBbIMM y3enkamu oT 1 A0 4 CM NO AJIMHHUKY,
nonynpospayHoro BuAa, ceposato-6enoro ugeta. AWYHMK pasmepamu 18x11x12 cm, KWUCTO3HO
n3MeHeH. Hapy»XHasa NoBepPXHOCTb AUYHUKA - cepoBaTo-6en1as, ¢ BblpaXKEHHOW MHBEKLMENR CoCyaoB U ¢
onyxoneBbIMK y3enkamu oT 1 g0 3 ¢cM MO AAMHHMKY, NONYNPO3PavyHOro BMAa, CEpoBaTO-PO30BOrO
uBeTa. Ha pa3spesax, ANYHMK TOTa/JIbHO 3amelleH MHOTFOKaMepHbIM KUCTO3HbIM HOBOOGpa3oBaHUEM,
3aM0/HEHHbIM CIM3EBUAHBIMM, MONYNPO3PAYHBIMU MacCcamu, COCTOALWMM M3 KucT oT 1 go 12 cm B
AnameTpe, ¢ 6enecoBaTon, MagKon, bnectaweli BHyTpeHHe NoBePXHOCTbIO.

| *
aKpockKonn4yeckoe onmcaHue

= MATKA C GPIOLLIMHOWN (TA3A, IYI/TACOBA MPOCTPAHCTBA U MY3bIPHO-MATOYHOW
CKNALKMW). Matka pasmepamu 10x5x4 cm, yaaneHHas Ha ypOBHE Hapy»HOrO 3€Ba, C y4acTKOM
6ptowmrHbI pazmepamn 29x15x1 cm, ¢ NPOKCMManbHOM YacTblo NPaBOI MaToOUYHOM TPy6bl ANMHON 4
CM, AMameTpom 1 cm. B HUKHEN TPeTH Cepo3HOro MOKPOBA U HAa BCEM NPOTAXKEHUM BPIOLLMHBI
06HapyKMBaIOTCA MHOXECTBEHHbIE ONyXo/eBble Y3/1bl OT 1 40 2 M NO A/IMHHWKY, MecTamu
CNMBatOLLMECA yHacTKM A0 8x1 cm, NpeacTaB/ieHHble NO/yNpPO3paYyHOil CepoBaTO-PO30BOM TKaHbIO.

= LEMKA MATKW. 3k3souepsuke pasmepamu 3x3x1,5cm. Cansnctan 060104Ka BAAraAMLHOM
NnopLuMK LWENKM MaTKK - cepoBaTo-6enas, raakan. MonocTb LepBMKaabHOTo KaHana AAnHOMN 4 cm,
OMaMeTpoM 1 cM; CTeHKa KaHasia ToAWwmMHOM 1,5 cm BONOKHMCTanA ¢ kKuctamm ot 0,3 no 1 cm B
AnameTpe, BbINONHEHHbIMW NPO3PaYHON CAN3bIO.

m  TE/I0O MATKW. Nonoctb Tena matku gamMHoM 5 cm. SHAOMETPUIA TonwmHoi 0,5 cm. MuomeTpuit
TO/UMHOM 3 CM, C ABYMS OMYXONEBLIMU Y31aMU - B iHE W B NepesHel CTEHKU Npasoro Tpy6Horo
yria guametpom 1 cm u 5 cm, € YeTKOM rpaHuLeit cepoBaTo-6e10ro LBeTa BOJIOKHUCTOTO BUAA.

m  BOJIbLLOW CAMIbHUK. Npagb 601bLOro casbHUKa pasmepamu 64x20x2,5 cm, ¢
MHOECTBEHHbIMU C/IMBAIOLWUMMUCA ONYyXONEeBbIMM y31aMu A0 pa3mepos 45x20x2 cm, B
BMEe NONYyNpo3payHbIX cepoBaTo-6enbix ONyXoneBbiX Macc C CIM3eBUAHON
NOBEPXHOCTbIO

08.12.2021
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" ESfakpockonuyeckoe onucaHue

m  CENNEBEHKA. Cenesenka pasmepamn 9x9x6 cM, C KneTyaTKOi BOPOT opraHa pasmepamu 6x4x2 cm. Ha
Kancyne ceneseHkM W Ha OpIOWIMHE KAeT4YaTKM BOPOT CeNe3eHKU - MHOMECTBEHHble C/uBaloLmecs
nosynpospayHble OnyXxosneBble Macchbl, ceposBaTo-6en0ro uUgeta, Ha npoTsaeHun 13x5,5x1,5 cm. YacTuuHo
ceneseHka AeKancyavMposaHa (Ha NpoTaxeHuu 4x7,5 cMm) C o4aramm KpoBOM3NUAHMIA B 3TOW 30He. Ha paspesax
TKaHb CeNe3eHKN TeMHO - BULWWHeBas, Apabnas, 6e3 cockoba nynbnbl, ¢ cybKancynapHbIMK y3namum ao 1,5 cm 8
AnameTpe, NpeacTaBAEHHbIMU NONYNPO3PaYHbIMKU ONYXONEBLIMU Maccamu.

= BPIOLWUMHA NEBOIO KYNOJIA ANADPATMbI. dparmentsl amadparmbl pasmepamu 7x6x0,2
CM, C pa3pacTaHMAMM OMyXOAEBbIX MacC Ha MPOTAXKeHuK 6x4,5x3 cMm, B BUAE NOAYNPO3PaUHbIX
cepbIX y3N108.

m  BPHOLUMHA MPABOIO KYNOJA OANADPATMbI. dparmeHTbl Anadparmbl 06LWMMM pasmepamm
40x20x0,5 cm, C MHOXeCTBEHHbIMM OMyXONEBbIMWU Yy31aMW, MOAYNPO3PayYHOro BMAa, CepoBaTo-
KpacHoro useTa.

m MAJIbIM CAJIbHUK. dparmeHTbl manoro canbHuMKa obBwMmMM pasmepamu 5,5x4x2 cm, C
MHOKECTBEHHbIMM OMyXONEBbIMM y31amu A0 1 cMm, nonynpospayHoro Buaa, ceposato-6enoro
ueTa.

= HOBOOBPA30BAHME C NPABOM AO/IN NEYEHW. fisa dparmeHTa ceposato-6e10it MAoTHOM
TKaHW, C OC/IM3HEHHOM noBepxHOCTbio pasmepamu 0,7x0,5x0,3 n 1x0,5x0,3 cm.

= KAMCY/IA C JIEBOW JO/IN NMEYEHWN. dparmeHT Kancysbl nedeHn pasmepamu 2x1,5x0,3
CM C pa3pacTaHuaMu cepoBaTo-6enbix, CIM3eBUAHbIX OMYXONEBbIX MacC.

"
MWKPOCKOIWUA. YepseobpasHbin oTpocTok (H&E).
B I RN
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MMMyHOI'I/ICTOXI/IMI/I‘-IeCKOG nccecnegoBsaHune

CK20 (90%) ~  CK7po40%  SABT299%

Peakuyuu Ha PAX 8, ER/PgR e onyxosieebix kiiemkax ompuyamesibHble.
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MpvHMMass BO BHWMaAHWE [UCTONOIMYECKOE CTPOEHME OMyXonu W  pesynbrart
UMMYHOTUCTOXVMUYECKOTO  UCCINEAOBaHUs, a Takke  KIWHUYEecKue  OaHHble,
HOBOOOpPa30oBaHUS  SIMYHUKOB  CredyeT  KnaccuduuupoBaTtb  Kak — MEPBUYHYHO
bunartepanbHyl0 MYLIMHO3HYIO LMcTageHokapunHoMy (G1), accounvpoBaHHyto 3penow
TepatoMon, co cnabbiMu npu3Hakamu nevyebHoro natomopdo3a, € CybToTanbHbIM
NMOpaXXeHNeM SUYHUKOB, C MPOPAaCTaHMEM WX HapyXHOro MOKPOBa, WHuNbTpauuen
nMpaBoro W neBOr0 Me30CanbMMHKCOB, C MpU3HakamMu COCYAMCTON WHBa3uu, C
MHOXECTBEHHbIMMU mMeTactasamu " pa3BuTMem ANCCEMNHNPOBAHHOTO
nepuToHeanbHOro ageHomuo3a opHoLLnHbI (Tasa, [yrnacoBa npoCcTpaHCTBA U My3bIPHO-
MaTO4HON CKNafKu, MPaBoro M NeBoro Kyrnona Anadparmbl) U C BOBNEYEHWEM CEpo3bl
Tena matku, Bpbbkeevkn YepBeobpasHOro oTpocTka, GOMbLIOrO M Maroro CarnbHUKOB,
Kancynbl MpaBon U NEBOW [OMEeN MeyveHwn, KretyaTku BOPOT Cerne3eHKU W Kancynbl
cerneseHku, C BpaCTaHWeM B ee MapeHxumy;,

OHOomeTpui B nponudepatnBHON hase MeHcTpyanbHoro uukna. Ovarn ageHomuosa
W y3rbl TUMWYHBIX NIEVOMWOM B HE 1 B NepefHen CTeHKe npaBoro TpybHoro yrna.
XPOHMYECKUA HEaKTUBHbIN CraboBbIpaXeHHbIN LIEPBULNUT, C PEe3epBHOKIIETOYMHOMN
runepnnasven n okKycaMmy MIOCKOKMETOYHOM MeTannasvn. HaboToBbl KUCTbI LUENKK
martku.

B cTeHKke 4epBeOGPa3HOro OTPOCTKA AMEMEHTLI OMYXOSIEBOTO POCTa HE HaMAEHbI.

"
3AKNKOYEHNE

MyLI,I/IHO3HbIe onyxoJjin ANYHNKOB — KIMTMHUKO-

MOpPONIorM4ecknin gmnarHoas.

[ns onddepeHunanbHON AMarHoOCTUKN NEPBUYHON N METacTaTUYECKOn
MYLIMHO3HOW OMyXONnn SIMYHMKOB:

mHeobxoaumbl KIMNMHUKO-UHCTPYMEHTalbHbl€ AaHHbIE O COCTOAHUMU
BHYTPEHHUX OpraHoB

IMHTpaOﬂepaLI,VIOHHbIe OaHHble
m[ CcTONOrNMYECKOE U MMMYHOI'MCTOXMMUYECKOE nccrieqoBsaHnA
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