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FepMUHOreHHblE FOPMOH-MPOAYLMPYIOLWME ONYXOSIN SUYHUKOB BCTPEYAKTCS OTHOCUTENbHO peako (2—3% OT BCeX 3/10Ka4YeCTBEH-
HbIX OMYXOJIEN AIMYHMKA), HO BOMPOCHl UX PaHHEN AMArHOCTUKU CTOST Hanbonee akTyasibHO B CBSI3M C TEM, YTO AAHHbIE OMYXO/sN OT-
nnyarTcs 6eCCMMNTOMHbIM TEYEHUEM, BbIPaX>XEHHOW CTENeHb 3/10KaYeCTBEHHOCTM, BbICTPbIM TEMIMOM pOCTa, paHHWM pacnpocTpaHe-
HMEM Ha 6nuM3nexaline opraHbl U1 MeTacTa3MpoBaHWEM, B TOM UYMCNE B BUCLEpPasbHble OopraHbl. B 2013 r. 6bina nepecMoTpeHa Knac-
cndumkauma BO3 repMMHOrEHHbIX FOPMOH-MPOAYLMPYIOWMX ONYXONeN AMYHMKOB. Mcrnonb3ys COBpeMeHHble MaTepuasnbl, 6bln COCTaB-
NIeH NUTepaTypHbIi 0630p, OCHOBAHHbLIN He TONbKO Ha KJIMHUYECKOM TeYeHUU, HO U Ha FMCTONOrMYEeCcKon, MONEKYNAPHON U UMMYHO-
FMCTOXUMUYECKON AMArHoCTUKe, 6e3 KOTOpPbIX HEBO3MOXHO AOCTOBEPHO MOCTaBUTb AMArHo3. Mcrnonb3oBaHMeE AaHHbIX KOMMIEKCHbIX
MEeTOAOB AMArHOCTMKWN MO3BONISIET CBOEBPEMEHHO MOCTaBUTb AMArHO3, @ TakKXe OLUEHUTb NPOrHo3 3aboneBaHUs U BO3MOXHOCTb 6e3-
peumManBHOro TeYeHus.

KnwoueBble cnoBa: repMmMHOreHHble onyxosam ANYHUKOB; FOPMOH-MpoAyunpyroLwmne onyxonm AanM4YHUKOB; FOPMOHANIbHO aKTUBHbIE
onyxoan An4HMKOB,; UMMYHOT'MCTOXUMUNYECKNE MapPKEPDbI OMNMyXoJin ANYHUKOB, MOJIEKYJIAPHbIE MapKepbl ONYyXOoJn ANYHNKOB.

B HacTosiLlee BpeMsi BOMPOC O paHHeW AMAarHOCTUKE FOPMOH MNpoAYyLUMPYHOWMX ONyX0nen SMYHUMKOB OCTAeTCs OTKPbITbIM, TaK Kak
MeXaHW3Mbl UX BO3HWKHOBEHUSA 4O CUX MOP OCTAOTCA HepasragaHHbIMW. HekoTopble onyXosin O6HapyXmBakTCs CayyYyarHO npu o6-
cnefoBaHWM Mo NoBoAY MHbIX 3abosieBaHUN, ApYyrue Bbi3biBAOT OMACHbIE OCIOXHEHUS U YyrpoXatLme XU3HW cocTosaHna. OcHoBono-
narawoowas npuynHa BO3HUKHOBEHMS FOPMOHASIbHO AKTUBHbLIX OMyXonen SUYHUKA — reHeTudyeckme HapyuweHusa. OgHako 6osblioe
3HayeHne MMeT npegpacnonaratowme hakTopbl, Takue Kak 0CNOXHEeHUS 6epeMeHHOCTU Y MaTepu, SUYHUKOBbIE OMYXO0JIN, KOPOTKUN
MEHCTpYasibHbIN LUK/, paHHee MeHapxe, BAUSHWE paanaunm, naTtonorms nevyeHwu, ANuTenbHOe SieYeHMe MUOMbl MaTKu, nedvyeHune no
nosoAy onyxosien penpoayKTUBHbIX opraHos, MyTauun reHoB BRCA1 u BRCA2 [Green et al. 2018].

CuuTaloT, YTO ONYXOJ/IM Pa3BMBAKOTCA U3 OAHOIMO U3 TPEX KOMMOHEHTOB ANYHUKA:

(1) NnoBEpPXHOCTHOIO aNUTENns;
(2) 3apoabllleBblX KNEeTOK, KOTOpble MUTPUPYIOT B SUYHUKWU U3 XXENTOYHOro MewkKa n ABASKTCA NAKPUNOTEHTHBIMU;

(3) CTpOMbI ANYHUKA, BKJIOUYAlOLWeEN KNEeTKU NosoBOro T4Xa, KOTOpble ABAAKOTCA KIAETKaMU-NpeEALLECTBEHHNKAMN 3HAOOKPUH-
HOro annaparta AN4HMKOB B MNMOCTHATAaJ/IbHOM Nepunoae.

CyliecTByeT TakXe rpynna onyxofsien, KoTopble He COOTBETCTBYIOT AaHHOW Kiaccudukaumm, a aBAsSItoTCS BTOPUYHBLIMU MM MeTa-
cTaTndeckuMmun [Kymap v ap. 2016].

B naHHOW cTaTbe 6yAyT pacCMOTpeHbl COBPEMEHHbIE NpeACTaBNeHNS O NrEPMUHOMEHHbIX FOPMOHANIbHO-aKTUBHbIX ONYXOSAX SAUYHU-
KOB, YKa3aHbl OCTOBEpPHbIE METOAbl AMArHOCTUKU N BaXKHble NMPOrHocTnyeckne hakTopsbl.

Mo paHHbIM Knaccudpukaumm onyxonem amuHukoB (BO3, 2013) /[Kymap u ap. 2016; OxwuraHoa 2014], K Fr€PMUHOTEHHbIM
ONyXONSIM SIMYHMKA OTHOCATCH: AMCFepPMUHOMA, OMYXOJib XXENTOYHOro Mewka, XopuokapumHoMma, aMbpuoHanbHasa KapumHoMa, Here-
CTauMOHHasa XopMoKapLuMHOMa, 3penas TepaTtoma, He3penas TepaToMa, CMelaHHasi FrepMUHOreHHas ornyxosb, MOHoAepMasibHasa Tepa-
TOMa U OMyxoJsiM COMaTUYeCcKoro Tuna, CBA3aHHble C AePMOUAHLIMUKUCTaMU: CTpyMa AMYHUKA fobpoKayecTBeHHas U CTpyMa SMYHMKA
3/10Ka4YeCcTBEHHAs, KapunHouna: CTpyManbHbIM N MYLMHO3HbIN.
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OEMYPA T.A., HUKAHOPOBA A.B. TEPMWHOTMEHHBIE FOPMOH-MPOAYLIUPYIOLUUE ONYXOJIN INYHUKOB (OB30P)

K repMMHOreHHbIM FOPMOH-MOJIOXUTENbHbLIM OMYX0JSIAM OTHOCATCA: MOHOAEepMasibHble TepaTOMbl, He3pesiad TepaTtomMa, AUCrepMu-
HOMa, XOpMnMoKapumnHomMa, 3M6pMOHaJ'IbHaF| KapunHOMa.

1. MoHoaepMabHbie TEpaTOMbI
OnpepeneHune

BbicokocneunanmanpoBaHHas rpynna peakmx onyxosien, cCaMbiMU YacTbIMU U3 KOTOPbIX SBASKOTCA SUYHUKOBbLIA 306 M KapuuHO-
naHasa onyxonb. [pegnosaratT, YTO TepaTOMbl Pa3BUBAKTCHA U3 AUUEKIETKM MOCNe MnepBoro MemoTUYecKoro AeneHus, OA4HaKo
AaHHasa Teopusa ewe obcyxgaeTca. ONyxoam 3TOro Tuna TakXXe BCTPeYalTCs B AnUYKax, rge OHM 4acTo acCoumMupyroTcsa ¢ TepaTtoMa-
MW [Fletcher 2013].

B onyxonsix SN4HMKOB HEMPOIKTOAEPMAsIbHbIN KOMMOHEHT, KakK NpaBuio, coctaBnseT 60abwyto YacTb HoBoobpasoBaHus. MNpumn-
TUBHbIE HEMPOIKTOAEPMASIbHbIE OMYXOSIM COCTOAT U3 FHe3[] MesIKMX KJIeTOK C rMnepXpOMHbIMM MUTOTUYECKN aKTUBHbLIMU dAapaMn. He-
KOTOpble KETKU UMET PUbpUNsapHyo UMTONAa3My, a 4acTb ONyxoJsien COCTOSAT U3 pO3eTOK C LeHTpasbHbIM NPOCBETOM, nepenneTte-
HUSI HEPBHbIX BOJIOKOH, HEMpObBNacTMYeckon po3eTKoobpasHOM CTPYKTYpbl WK o4yaroB rananbHon anddepeHunposku. BTtopon tmun
HeNpOo3KTOAEpPMaAsIbHbIX OMyX0nen NpeactaBnsgeT cCob0oM BblpaXeHHY0 rnanbHyo amddepeHumMpoBKY U HaNOMUHAET MYIbTUMDOPMHYIO
rnmobnactomy. TpeTUn TUM HEMpPOIKTOAEPMasibHbIX OMyXOosieM HanoOMMHaeT aNeHAMMOMY. B HeKOTOpbIX OMyXonasax 3neHAuMalbHble
KNeTKMU BbICTUNAKOT Xesie3bl, KUCTbl, YTO MOXET NpuBecTu K owmnbo4yHOM NOCTAaHOBKE AMarHo3a anuTesinanbHoM onyxonu [Fletcher
2013]. BblNo BbICKa3aHO NpearnosioXeHne O TOM, YTO MUKPOOKPYXXEHUE CTBOJIOBbIX K/IETOK MOXET BbI3BaTb cneumnduyeckmm nyTb Uam
nyt™ anddepeHunpoBKn, N, BO3MOXXHO, HEKOTOPbIE TEPATOMbl C OBWU/IbHBIM FMaNIbHbIM KOMMOHEHTOM CEKPETUPYIOT haKTopbl, NHAY-
umpyrouwme rnmanbHyto auddepeHumMpoBKy B bptolwinHe, YTO NpUBOAUT K rNMOMATO3Y [Ferguson et al. 2001].

MMMYyHOrmctoxmmMmumyeckme MapkKepbl

Kak n aneHgmmombl B LHC, B aunuyHukax Habniopgaetcs amddysHas akcnpeccms ravanbHoro gmbpunnspHoro kucnoro 6enka
(GFAP), HO, B OT/inuMe OT SNEHAMMOMbI, OHM O6bIYHO MONIOXKUTENbHO OKpPALIMBAKOTCA BbICOKOMOMEKYNSAPHbIMK LUMTOKEpaTUHaMK,
CK7/8/18, v Ha peuenTopbl 3CTporeHa n nporecrepoHa. NNpUMUTUBHbIE HENPO3KTOAEPMAsIbHbIE OMYXOIN U Te, KOTOPble HAaNnoOMUHaT
MYNbTU(POPMHYIO rMNMo61acTOMy HacTo coaeprKaT TepaTOMaTO3HbIE 3/1eMeHTbl, HO 06bIYHO OHW He BCTpevatoTcs B aneHaumMome. lMpu-
MUTUBHbIE HEWNPOIKTOAEPMabHbIE U 3/I0KAYECTBEHHbIE rnasibHble ONyX0sn MMelT HebnaronpusaTHbIA MPOrHO3, €C/I OHW pacrnpo-
CTPaHWINCL 3a Npegenbl AMYHUKA, HO dNeHAMMOMa — MeAJ/IeHHO Mporpeccupytollas onyxosnb, Aa)e Mpu HaaMymm MeTactas3oB. DT
onyxonn 06bIYHO KNacCMPUUMPYIOTCA KakK MOHOZepMasibHble TepaTOMbl, XOTH MPUMUTUBHbLIE (POPMbl TakXe MOryT paccMaTpuBaTbCA
KaK BapuaHTbl He3pesnon TepaToMbl [Fletcher 2013].

ANMYHMKOBbLIN 306 1 KapUMHOMAHAA ONyXOJlb BCeraa 0OAHOCTOPOHHME, XOTS B MPOTMBOMOJIOXHOM SASMYHMKE MOXET MPUCYTCTBO-
BaTb TepaToMa.

OnpepeneHune

1.1. AvuHukoBbIN 306 Bnepsble onucaH B 1899 r. OH NOCTPOEH M3 3penioi TKaHW WNTOBUAHOW Xene3bl. [lJaHHas TMpeouaHas
0NyXxo0Jlb MOXeT 6bITb PYHKUMOHANbHO aKTUMBHA U Bbi3blBaTb rMnepTnpeos. AMYHUKOBbLIN 306 — 3TO TepaToMa, B KOTOpoW npeobnaja-
eT TKaHb LWMTOBUAHOW >Xene3bl, MOXEeT COYeTaTbCA C CePO3HOW WM MYUMHO3HOW UMCTaneHOMOW [Rubinsak, Rivliin 2016]. bonee 50%
ONyXOSIN AO/DKHO COCTOATb M3 TKaAHW LWMTOBUAHOM Xenesbl A8 NOCTaHOBKU AMarHosa. AndyHukoBbIM 306 coctasndeT oT 1% no 3%
AobpoKkayecTBEHHbIX SUYHUKOBLIX TEPATOM.

[laHHasa onyxofnb BCTpeyaeTcs B OCHOBHOM Y XeHLWMKH cTtapwe 40 net. O6bIYHO 3TO cny4yarHas Haxoaka unu obHapyXmBaeTcs y
naumeHToB C HecneumdpuieckMmm CMMNTOMamu, TakKMMW Kak 6plowHas unu TasoBas 6osb, B3ayTue XuBoTa. Peako y nauueHToB
HabngaeTca acumMT UaM acuuT C rMapoTopakcoMm (CUHApOM nceBao-Menrca). Kazynctmyeckuin cnyyam, ecnm y naumeHToOB BCTpeva-
IOTCSH FOPMOHAJ/IbHO OMOCpefloBaHHble CMMMTOMbI KaK BarMHalbHOe KpoBoTedeHue [Fletcher 2013]. CUHAPOM TUPEOTOKCUKO3a Habnto-
aaetca B 5% cny4yasix, onMcaH oAuH Crlydan TUPEOTOKCUKO3a, BbI3BaHHbIMN NEepUTOHEas IbHbIM CTPYMO3UCOM (3060M). Y naumeHToB COo
3/10KQ4YeCTBEHHbIM TeYeHNeM AUYHUKOBOro 306a MOBbLILWAETCS PUCK pa3BUTUS paka LWMTOBUAHOWM Xenesbl, npuyeM B 2/3 cnyyaeB OH
pacrnpocTpaHdeTca 3a ee npegenvl [Rubinsak, Rivlin 2016].

MakpocKonnyeckn SUYHUKOBbIN 306 — orpaHnyeHHoOe HoBoOb6pa3oBaHMe, KOTOpPOe BapbupyeTca OT Hebonblworo y3na 1 mnm 2 cM B
aAnameTtpe, Ao 6onbwon maccel 6onee 10 cMm. CpeaHuin pasmep 5—10 cM. Ha paspese KpacCHOro, 3ef1eHOro Uam Xento-KoOpu4yHeBOoro
LBeTa C MOJIOYHbIMM BCTaBKaMu, MACUCTbIN. MoxeT coaepxaTb Hebonbline KUCTbl. 306 MeHee 4 CM peAKO MeTacTasupyeT. YBennde-
HMe pa3Mepa ONyXOosIn KOppennpyeT C YBEIMYEHNUEM puUCKa ManuUrHusauuun; cpegHuin AnameTp 3/710KayecTBeHHbIX 3060B cocTasnseT
oT 13 no 14 cM. Onyxonu anyHUKoB 6onble 5 cM B AMameTpe ¢ npeobnagaHneM TKaHu WUTOBUAHOWM Xenesbl, crieqyeT pacueHuBaThb
Mo MeHbllen Mepe KakK Onyxosin C HeornpeaeneHHbIM 3/10Ka4YeCTBEeHHbIM NOTEHUMANoM [Fletcher 2013]. KOMNOHEHT 306a, Kak npasuno,
KpaCHbIM N MATKWI, HO MOXeT 6bITb COTOBbIM U Torga obwmin BUA nepekpbiBaeTcs ¢ ApyrMMu onyxonsamm. CTpyma MoxeT 0bpa3oBbl-
BaTb OAHOKAMEPHYI WIN MHOMOKaMeEpPHYH KUCTY C KOUTOUAHbIM COAEPXUMbIM, NOTEHUMANbHO UMUTUPYS UUCTageHoOMY. B Taknx cny-
yasax 3e/IeHoBaToe coAepXKaHMe KUCTbl AOJHKHO yYKasbiBaTb Ha AnarHo3 [Oliva, Young 2014].

MNKPOCKOMMYECKN SUYHUKOBBLIN 306 COCTOUT M3 (PONNNKYNOB, 3anOSIHEHHbIX 303UHOMPUBbHBLIM KOMSIOMAOM M BbICTAIAHHbLIX Kybun-
YeCKUMU N ctonbyaTbiMM KNeTKkamm C 0A4HOPOAHbLIMU KPYr/bIMK sapamMun. [lereHepaTuBHble U3MEHEeHUs, Takue Kak ¢dpmnbpos, Kanb-
undunkauma, n arperaTtbl HacbIWEHHbIX FreMocnaepuHoM Makpodaros MOryT MpUCYTCTBOBaTb. KUCTO3Hble BapuaHTbl SSUYHUKOBOIO
306a MOryT coaep>XaTb HeCKoNbKO (OUTUKYIOB U SABASKOTCA TPYAHO pacno3HaBaeMbiMU. MNepKNeToYHbIM BapuaHT SUYHUKOBOIO
306a pacueHuBalOT KakK npoaundepaTnBHbIn. [pyrne TepatoMaTo3Hble 31e€MEHTbl MOXHO HAaNTW BO MHOMMX Cliyyasix nNpu TWaTeslbHOM
noucke. JIlOTEMHU3NPOBAHHbIE CTPOMalibHble KNETKM SSUYHUKOB MPUCYTCTBYIOT B HEKOTOPbIX SAUYHUKOBBLIX 306aX. DTU KNeTKK, siB-
nawmecs BeposaTHbIM MCTOYHMKOM FOPMOHOB M Bbi3blBalowWwme 3HAOKPUHOMOMMYECKMe CUMMMATOMbI Y HEKOTOPbIX NMauneHToB, MOryT
6bITb 06Hapy>XeHbl NP OKpaLIMBAHUM HA UHTMOUH. JTlo6ON TMN paka WMTOBUAHOW Xefie3bl MOXET BO3HMKATb B AMYHMKOBOM 306e€.

ADEMYPA T.A., HUKAHOPOBA A.B. TEPMMUHOrNEHHbIE FOPMOH-NPOAYLMPYIOLWME ONYXOJZIN ANYHUKOB (OB30P)
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LOEMYPA T.A., HUKAHOPOBA A.B. TEPMUHOIEHHBIE FOPMOH-MPOAYLUPYIOLUME ONYXOJIN ANYHUKOB (OB30P)

ManunnapHasa KapuuHoMma aBngeTcs Hambonee pacnpoCTpaHEHHbIM BapMaHTOM UM UMeeT TOT Xe rMCTONI0rMYecKnin Bua, 4Yto U B LW K-
ToBMAHON Xxene3e. OHa obnagaet MHPUALTPATUBHBLIM POCTOM, O6bIYHO COAEPXKUT XOPOLLUO pa3BUTblE COCOYKM, COCTOUT U3 KETOK C
6onbWNMN, NepenosiIHEHHbIMU, pUMNEHbIMXU SApaMu C ManeHbKUMMU sApbllKkaMu. HekoTopble saapa cBeT/ee, a Apyrve copepxart
BHYTpUsSiAEPHblEe LUTOMNAA3MaTUYeckne BkAYeHus. Uutonnasma obunbHaa. Konnoua B donankynax Teepablii, rmnepa03vMHOPUib-
HbI. ONNNKYNSAPHbIE BapyaHTbl NAanUANSPHON KapUuMHOMbI TakXe 6blsin onmncaHbl B SIMYHUKOBOM 306e. ®oNnKynsspHas KapuuHo-
Ma BCTpevyaeTcs penko. DTO runepkseTodyHoe HoBoobpasoBaHMe, B KOTOPOM OMNyXOJseBble K/eTKU pacTyT MUKPOMDONIUKYNAPHO,
TpabekynsipHO UM MMeIT CrJIOWHOW PUCYHOK. BbbiBaeT TpyaHO aAnddepeHumMmpoBaTb QOTUKYASPHYIO KapuuvMHOMY M nponudepa-
TUBHbIN 306, HO sAepHas aTunus, 4YacTble MUTOTMYECKMe durypbl n, 0CO6eHHO, NHBa3MBHbIM POCT WKW COCyAMUCTas MHBa3ns roBo-
pAT B N0Ab3y MOMNKYNAPHON KapuMHOMBI [Fletcher 2013].

Puc. 1. a. An4HMKOBbLIN 306 C OAMHOYHBIMW KaHanbLAMM M NPO3PaYHbIMU KETKaMU, UMUTUPYIOLLMMK ONyXonb kneTok CepTonu. ®okasnbHbIA KOMIoua
[Ulbright 2005]; b. 306 ¢ paBHOMepHO pacnpeaeneHHbIMM Ny4YKaMn BOIOKHUCTOM CTPOMbI, UMUTUPYOLWMIA aaeHodmnbpomy mnm onyxonb bpeHnepa [Crum,
Nucci 2017]; €. MeTacTtaTU4yeCcKkunii 310Ka4eCTBEHHbIN SNYHNKOBbLIN 306. Knaccnueckuii BapuaHT: NanuinisipHble BbIPOCTbI, BblpaXXEHHas saepHas CrioyeH-
HOCTb M siAepHble npoceeTnenus [Crum, Nucci 2017]; d. Quddy3Has MIMMyHOPEaKTUBHOCTb Ha TUPeornobynuH B sM4HMKoBoM 306e [McCluggage 2008].

Puc. 2. a. An4yHMKOBbIN 306. Knaccnyeckoe nosiBieHne TKaHu WUTOBUAHOM Xenesbl B kucte [Crum, Nucci 2017]; b. Macca ¢ XxapakTepHbIM MNOsIBEHUEM
wmToBmnaHoM xenesbl [Crum, Nucci 2017]; c. 3nokayecTBEHHbIN 306, NnpeacTaBnstowmin cobon TBepaoe ob6pasoBaHne, BbIXOAsLEE 3a MPaHNULbl Kancy bl
[Crum, Nucci 2017]

MMMYHOIrMCTOXMMUNYUYECKME U MOJNIEKYy/NsspHble MapKepbl

MyTaumn BRAF nHorga npucyTCTBYHOT B 3/10KaQ4eCTBEHHOM SAMYHMKOBOM 306€, TakXKe KakK U B KapuMHOMaXx LWMTOBUAHON Xenesbl, U
HanMume Takoh MyTauum MOXeET ObiTb AMArHOCTUYECKM nonesnbiM. MyTaumns BRAFVE600E BbisaBnsetcsa npuMmepHo B 30% cnyyasax na-
MUANSPHON KapumHoMbl. OKpalwmMBaHME Ha TUPeornobynmH MNONOXUTENbHO B Konnouae v umtonnasme OSUTUKYNSPHbIX KAETOK,
OKpalwwuBaHue Ha TTF-1 NosoXnUTeNnbHO B S4pax OnMyxXoseBbiX KNeToK. MNanunnspHas KapuuMHOMa, BO3HMKaKLWas B SMYHMKOBOM 306e,
06bIYHO NONOXUTENbHO oKpawmnBaeTcs Ha CK19 u HBME-1. IMMYHOrMCTOXMMUS MHOrAa@ NOMOraeT NOATBEPAUTb AMArHO3 B CIIOXHbIX
cnyJdasax [Fletcher 2013].

1.2. KapumMHoMaHas onyxoJib NpeanosioXNTeNbHO Pa3BMUBaETCa U3 KULLEYHOro 3nNuMTenms TepaToMbl U TakxXe MOXeT 6biTb DyHK-
LMOHaNbHO aKTUBHOM, 0COBEHHO ecnu onyxosb KpynHas (> 7 cM), npoayuuvpylowas 5-ruapokcntpuntaMuH v apyrue éuonentuabl m
BbI3blBalOLWAsA KapUMHOUAHbBIA CMHAPOM. [epBUYHYI0 KapUMHOUAHYIO ONYyXO0/b SSMYHUKA HEO6X0AMMO OTNMYaTb OT MEeTacTa3oB Kapuu-
HOMAHOWM ONYXONM KULIEYHMKA, KOTopas NMpakKTUYeCcKM BCeraa siBNseTcs ABYXCTOPOHHeW. KpaliHe peako BCTpe4yaroTcss KapuMHOMAHAas
0onNyxo/lb U AMYHUKOBbIM 306 B OAHOM N TOM Xe AnYHUKe. MeTacTasupytoT ToNbKo 2% KapuWMHOWUAHbIX ONyXosien snyHuka. KapumHo-
naHas onyxosb — HeobblyHOEe AMYHMKOBOE HOBOOOpa3oBaHMe, KnaccmpuumpyeTca Kak MoHoZepManbHasa TepaTtomMa. YncTbi Kapuu-
HOWA AINYHMKA, CKOpee Bcero, 6bICTPO paspacrarlascsa TepaTtoMa, HO APYrne BO3MOXHbIE MCTOYHUKM BKIIOYAOT HEMPOIHAOKPUHHbIE
KNeTKM B MYLMHO3HOW ONYyXOAN WUAN MYLMHO3HbIA KOMMOHEHT reTeporeHHon onyxonu knetok Ceptonu-Jlengmra, KNeTKn sHAOKPUH-
HOM CUCTEMbl SUYHUKOB MM HENPOIHAOKPUHHbIE SUYHUKOBbIE KNeTKU C MeTannasmen. Korga obHapyXumBalT He aCCOLUMUPOBAHHbIE
TepaToMaTO3Hble 3/1IEMEHTbI, paCCMaTpMBAOT BO3MOXHOCTb METacTaTUUYEeCKOro KapumHouaa [Fletcher 2013].

NMokpacHeHue KOXK B 06/1aCTU rosioBbl U LWeKn, SABASETCA CaMbIM PaHHUM M 4YaCTbiM CUMNTOMOM MOAOGHOM ONyXOsiN. DTO CBA3AHO
C 3yAOM, CbiMNblO, MOBbIWEHHbLIM MOTOOTAENEHNEM, cepaLebneHneM n crie3oTevyeHneM. XapakTepHbIM MPU3HAKOM OMyXosIn Takxke
ABNSETCs CMHApPOM Manbabcopbummn. Y 60% nauymeHToB HabnoaalTca KapavanbHble CUMMTOMbl NOPaXeHus kKnanaHos, dpnbpos sH-
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Aokapza, rmnepTtoHUsa. Y HEeKOTOpPbIX BbISBASETCA acTMaTU4YeCKUn cuHApoMm. KapuuMHOMAHbLIA CMHAPOM — OMacHoe M cepbe3Hoe
OCNOXHeHne, yrpoxatwulee *Xun3Hn. ObblHHO pa3BMBaAETCs BHEe3arnHO WAM MNOoC/fe CTpecca, XMMuoTepanum u aHectesuun [Tebbi et al.
2017]. BONbWKWHCTBO NAUMEHTOB — XEHLWMHbI B Nepuo rnocTMeHonaysbl, y KOTOPbIX €CTb Hecneumndpumnyeckme CMMNTOMbI, TakKne Kak
TazoBas wan abgoMnHanbHas 605b, yBeMYeHne XX1UBOTa, MEHCTPYasibHble HapyWeHUS UKW aHOMasibHOEe BarvHalbHOE KpoBOTeYe-
HMe. HeKOoTopbIX XEHLWH C TpabeKynapHbIMN UN CTPYMasbHbIMU KapUMHONAAMU MYYalOT TSXesble XpPOHUYeCcKme 3anopbl, BbI3BaH-
Hble OMyXO0JsIeBOMN cekpeumen kuweyHoro nentnaa YY. Bbin onucaH cryyan pasBuTUS runepTupeosa y nauymeHTa ¢ KapuumHOWAHOM
onyxonbtk [Fletcher 2013].

MaKkpoCKONMUYEeCKN KapuMHOUAHbIE ONYX0/U OAHOCTOPOHHUE, XENTblEe WU XENTO-KOPUYHEBbIE CONMAHbIE, OFPAHNYEHbI ANYHUKOM.
PasMepbl BapbMpyloTCa OT MUKpockonuyecknx Ao 8—10 cM B AnaMeTpe M 4acTo MOSIBASAKTCA B CTeHKe A0bpoKayeCTBEHHOW KUCTO3-
HOW TepaTOMbl UM MYLUMHO3HOM ONyXonu. MNaumeHTbl C KapuMHOUAHBIM CUHAPOMOM UMEIKT TEHAEHUMNIO K YBEIMYEHUIO ONYXOJIN.

MNKpPOCKONMYECKN BCE KapUMHOUAbI SUYHUKOB COCTOSAT JIM6O MOMHOCTbIO, IM60 YAaCTUUYHO U3 KPYI/blIX NN Ky6OBUAHBIX HENPOIH-
AOKPUHHbIX KNEeTOK C OAHOPOAHbLIMU KPYT/ibIMU UKW OBaNbHbIMW SapamMu, rpybbiM XpOMaAaTUHOM M HE6ONbWMMKN S4pbILLKAMN. YMepeH-
Has cBeTnas uUnun 303nHodUAbHaga uuTonaasma obbl4HO 3epHucTas nNpu okpacke H & E. paHyibl oKkpalwwmnealoTcs apreHTodunbHbIMU
U aprmpo@unbMbiMKU KpacuTensaMn. YeToipe rmcTonormyecknx Tmna KapumHOMLHOW ONyXO/siM BCTPEYalTCs B SAUYHUKE; CMECU 3TUX
TUNOB MPUCYTCTBYIOT B HEKOTOPbLIX ONyXonax. Hanbonee pacnpocTpaHeHbl alMHaPpPHbIE KapuumHouabl. B aTUX onyxonsax KneTtku
pacTyT B rHe34ax, CeTsaX UM oCTpoBax, Wiau BbiCTUNAT Hebonbwmne TpybuaTble aunMHyCbl. MUKPOCKOMMYECKNI BUA MOXOX Ha Kapuu-
HOuA cpeaHen Knwkn. Tpab6eKynaApHbINW KapunHoma COCTOUT U3 BbICOKMX CTONOYATbIX KNETOK C LEeHTpalbHbIMK SApaMu U rpa-
HYMPOBAHHOM 303MHOMUNBbHOW uMTONNa3Mbl. KapuMHOMAHbBIN KOMMOHEHT 06bl4HO MMeeT TpabeKynsapHbIX PUCYHOK, XOTS MNPUCYT-
CTBYIOT O4arnm OCTPOBKOBOIO MM MYLMHOBOIO pOCTa B HEKOTOPbIX clyyYyasX. CTpyMasibHbIW KOMMOHEHT COCTOUT U3 (POSNMKYNOB
LWMTOBMAHOM >Xenesbl, 3anoSIHEHHbIX KOMIOMAOM M BbICTNIAHHbIX CTON64YaTbIMM QONINKYNSPHBIMKM KneTkamu. KpucTannbl okcasnaTta
Kanbumsa obHapyxmealTcs B Koasonae npuMepHo B 50% cnydaes. B pernoHax, rae ABa a/1eMeHTa C/IMBAKOTCA, KapuMHOWAHbIE KNeT-
KW pacTyT Mexay hoInKynamMm n B HUX, rae OHW OTAENSIOT U 3aMeHs0T QONAUKYIsSpHble KneTkn. TakuM obpa3oM, HekKoTopble on-
NVKYJbl BbICT/I@Hbl KNETKaMn WMTOBUAHOM Xene3bl, HEKOTOpble — CMEeCbl WUTOBUAHLIX U KAapUMHOWAHbIX KNETOK, a HeKoTopble —
KapuMHOUAHbIMWU KJieTKaMu. AMunouna npuUCyTCTBYET B peaKuX ciydyasaX. HakoHel, BCTpedarTcd peakue criydau nepBuMYHOro My -
LMHO3HOrO KapuumHoupa B AUYHWUKe [Fletcher 2013]. MyUMHO3HbIN KapunHOUA ABNseTca pefyanwlen opMon NepBUYHOro roHaa-
HOro KapuuHouga n 40 CMX NOP 3aperucTpmpoBaH TONbKO B siM4HWUKe [Ulbright 2005]. B MyUMHO3HOM KapuuHouae Kpyribie nnu Tpy6-
yaTble Xesie3bl BbICTNaHbl CTON6YaTbIMU, KyBnYyeckKuMn nnmnm 60KanoBUMAHbIMM KiieTKaMu, NPOHUKAKT B CTPOMY WM MNJ1aBaloT B CEKpeTe
MYLMHA. MYUMHO3HbIN KapuuHoug MoXeT 6blTb CMewaH C KapuMHOMOW, @ CMellaHHble (OpMbl — 3TO TUM MYLMHO3HOrO KapuuHouaa,
KOTOPbIN, CKOpee BCero, pacnpocTpaHsaeTcsa 3a npeaesbl An4YHUKaA.

JIloTeENHM3NpPOBaHHbIE CTpOMalibHblE KNEeTKWU OTMeYeHbl Ha nepudepun HeKOTOpbIX KapuuHouaoB. [lobpokavyecTBEHHble TepaToMa-
TO3Hble 2/1IEMEHTbl YacTO 0bHapy>XMBaKTCA PAAOM C KapUMHOMAOM SANYHUKOB. X naeHTUdUKaUnA ABMISAETCA BaXKHbIM CBUAETEIbCTBOM
TOro, YTO KapuuHoug sABNSeTCa NepBUYHbIM B SSMYHMKE. MeTacTaTuyeckmne KapumHomaHble onyxonm obbl4MHO MHOIMoy3/10Bble U ABYCTO-
pPOHHWE N HE CBSA3aHbl C TepaToMon [Fletcher 2013].
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Puc 3. a. MI30n11poBaHHbIN kKapunHoni. Mpu 6onblueM yBennyeHun anst onyxXoneBbiX KNETOK XapaKTepeH rpaHyIMpoBaHHbIn xpoMaTtuH [Crum, Nucci 2017];
b. XpoMmorpaHuH A aBnseTcs NpeBOCXoAHbIM MapKepoM AN ANArHOCTUKN KapuMHOUAHbBIX onyxonen, goTto ¢ canta https://www.medline.com/product
/Chromogranin-A-Anitbody-by-Biocare-Medical/Controlled-Organisms/Z05-PF142963?question=carcinoid+tumor&index=P1&indexCount=1#mrkOrdering
InfoTable; c. TpabekynsapHbinkapunHona, obpasyoLLnii NMHERHbIE MHOFOC/IONHbIE TSXK ¢ npocBeTamun [Crum, Nucci 2017]

MMMYHOIrMctToxmMmn4yeckme MmapkKkepbl

XpOMOrpaHmH U CMHaNTOMU3NH SABASAIOTCS MMMYHOMMCTOXMMUYECKMMN KpacuTensiMn, KotTopble Hanbonee nonesHbl Ans noareep-
XAEHUs AmarHosa kKapumHouaos. CTpyMasibHbIM KapuMHOUA YHUKaneH. TUpeonaHbli KOMMNOHEHT MOJIOXMUTENbHO OKpallMBAETCs Ha
TUpeornobynuH n TTF-1, Torga Kak KapuuMHOUAHbIE 3/IeMEeHTbl ONYyX0/IM Ha XPOMOrpaHnH n cmHanTtodpusnH. KapumHonabl CK nono-
XWUTesNbHbl, HO OHW He okpawwusatoTca ana CK7, KOTOpbIX MOMOraeT OT/IMUYNTb UX OT OMYyXOoJsien MOBEPXHOCTHOro anutenus. Tpabe-
KYNSipHble WU CTpyMasibHble KapumHonabl 06bIMHO OKpawmMBalTCa npocTaT-cneunduyeckon kncnon gocdartasom (PSAP), kak v TON-
CTOKMLIEYHble KapunHouabl. B KapuMHONAHbIX KfeTKax MoryT 6biTb 06Hapy>XeHbl pa3finyHble NenTuaHble rOpMOHbI, BK/KOYasa cepo-
TOHWH, FraCTpWUH, NaHKpeaTU4YeCcKnin NonnnenTua, Ba3oaKTUBHbLIN KuwedHbln nonunentng (VIP), nHcynuH, ranwokaroH, sewectso P,
ACTH u comaTtocTaTtuH. TpabeKkynspHble U CTpyMasibHble KapunHOUAbl Y NAUMEHTOB C XPOHUYECKMM 3anopoM O06blYHO OKpaluMBatoT-
ca 6enkom YY. BONbLWWHCTBO NEepBUYHbBIX OBapualbHbIX KapuMHOWAOB MMEKT MNONIOXUTENIbHOE sA4epHoe okpawwmBaHue CDX-2
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[Fletcher 2013]. MeHee 4yeM B 10% cny4aeB MOryT 6biTb HaWAeHbl HEMPOrOpMOHasibHble MenTuAbl, KOTOpble OoTpuuaTenbHbl AN
SALL4 [Oliva, Young 2014]. CDX2 — 3TO f4€epHbI TPAHCKPUMUUOHHbLIA (PaKTop, KOTOPbIN UIpaeT BaXKHYK poJib B perynsauuun kne-
TOYHOM nponudepaunn n gndpdepeHUMpoBKN, a TakXe AeNCTBYET Kak cyrnepccop onyxonn. CDX2 MoxeT noMo4yb pas/inynTb nep-
BUYHbIA KapuuHOMA SAUYHWKA N MeTacTaTuyeckme, 0CObeHHO racTpOMHTEeCTUHAsIbHble, KOTOpble, KaK M3BECTHO, sBnstTca CDX2-
MONIOXUTENIbHLIMU. [lepBUYHbIE KapuMHOMAbLI ANYHUKOB, HE CBSA3aHHble C 3pesibiIMM TepaToMaMu, He skcnpeccupyrot CDX2, wm
HaobopoT. MepBNYHbIE N MeTacTaTU4YeCKme KapumHonabl SUYHUKOB MMEKT pasinvyHoe KJIMHUYeCcKoe U NpOrHoCTUYecKoe 3HayeHume,
nocnegHue, Kak npaBuno, Xyxe [Desouki et al. 2013].

2. He3penblie onyxosin 3apoabllleBblX KJ/IETOK NpeacTaBnsioT cobon ypesBblyaiHO peaKyto rpynny HOBOObpa3oBaHWMN, KOTO-
pble MOBTOPSAIOT CTaguM PaHHEro pa3BuUTus. 3a peaknM MUCKIIOYEHNEM OHUM BO3HUKALIOT NMPU HeonaacTU4Yeckowm TpaHcdopMauum 3apo-
AblweBbiX kKnetok. OgHa 13 Teopuin npeanonaraeT, 4Yto 4obpoKayeCTBEHHbIE KMCTO3HbIE TEpaTOMbl BO3HUKAOT M3 A0oBpoKayecTBeH-
HbIX 3apOoAbllLIEBbIX KMETOK C NMOMOLLbK NapTeHoreHesa, Torga Kak Hespesible OnyxosiM 3apoAbllleBbIX KNEeTOK BO3HWMKAKT U3 3/10Ka-
YeCTBEHHbIX 3apoAblleBbliX K/IETOK, KOTOpble BMNOCAeACTBMM noaBepratoTcs auddepeHumposke. lMNyTb U cTeneHb anddepeHunpoBKu
onpeaenstoT KOHeYHbI deHoTnn. He3spenblie onyxonn 3apoablleBbiX KNEeToK npeobnaagatoT y monoabix nogen, npudem 80% npuxo-
antcs Ha Bo3pacT Ao 30 net. CpeagHui BO3pacT AN BCeX 3TUX onyxosien coctasnseT oT 15 ao 20 net. HecMoTps Ha paHHUIM BO3pacT
N NPOUCXOXAEHNE M3 3apoAbllleBbIX KNETOK, CEMENHblIE CUHAPOMbl HEOObIYHbI. Hanbonee NpMMMTUBHON SABNSIETCS ANUCTrEPMUHOMA.
XopuokapumHoMa M KapuMHOMbI XeNTOYHOro MelKa CUMMBOIU3NPYIOT BHEIMOpUMOHanbHYO anddepeHumnpoBKy, Toraa Kak aMbpuo-
HasIbHbIN MYTb Pa3BUTUS NPOXOAUT 3Tanbl OT SMOPUOHANBHON KapUMHOMbI 0 He3pesion TepaTtoMbl [Crum, Nucci 2017].

2.1. He3penaa TepaTtoMa

He3penasa TepaTtoMa onpenensieTca Kak 3/10KayeCcTBeHHas OnyxoJsib 3apoAbllleBblX KJETOK, coaepXallas CTpYKTypbl anddepeHumn-
pPOBKW, NOBTOPSAKOLWME TaKMe Xe B IMOpUOHANbHOMN 1 deTanbHOM TKaHAX. BMecTe ¢ AUCrepMMHOMOMN, ONYXOJ1b XENTOYHOro MeLwkKa n
ONyXOSIIMU CMeLlaHHbIX 3apOoAbllEeBbIX KNEeTOK He3pesble TepaToMbl cocTaBnsatoT 6onee 80% Bcex 3/710Ka4eCTBEHHbIX OMYyX0Jen 3apo-
AbIWEBbIX KNETOK. He3penble TepaTOMbl BCerga OTHOCATCA K Yncny Tpex Hambonee pacnpocTpaHeHHbix, coctaBnas ot 20% ao 50%.
He3penble TepaToMbl BkAo4YalT MeHee 3% TepaToM B uUe/loM U MeHee 1% BCex 3/10KayeCTBEeHHbIX HOBOO6pa3oBaHWUI SMYHUKOB
[Crum, Nucci 2017]. PUCK HEe3penown TepaToMbl YBE/IMUYMBAETCH Y NaUMEHTOB C ABYCTOPOHHUMWU, MHOXECTBEHHbIMU UM aCCOLUMMPOBAH-
HbIMW C pa3pbiBOM AepPMOUAHBIMU KUCTaMu [Oliva, Young 2014].

Onyxonu 3apoAbllieBblX KNEeTOK BbIABASKOTCS BO BTOPOM U TpeTbeM AecaTunetmax u MeHee 10% BCTpevaloTCsa Y XEHLWMUH CcTap-
we 30 net. CpeaHn BO3pacT NpUMepHO 19 neT, naeHTUYeH cpegHeMy BO3pacTy A8 APYruMX 3/10Ka4eCTBEHHbIX ONyX0osien 3apoabl-
LeBbIX KNEeTOoK.

He3penble TepaToMbl 06bIYHO onpenensTcs B BUAe obpa3oBaHUs B Ta30BOM 06nacTn, XxapakKTepHO yBenunyeHune obbema Tanuu,
BarnMHasibHoe KpoBoTeyeHune. Mapkepbl CbIBOPOTKM KpoBU, B YacTHOCTU AFP n hCG, nosblwatoTca B 60NbLWIMHCTBE C/lyyaeB. YnbTpa-
3BYKOBOE uccnegoBaHue 06blYHO OTNIMYAET 3TM ONYyX0NM OT A06poKayeCTBEHHOWM KMCTO3HOM TepaTOMbl, XOTS HEKOTOPblIE CONMAHbIE
Npon3BOAHblE, TaKMe Kak 306, MOryT Bbi3blBaTb NyTaHuUy [Fletcher 2013].

MaKkpOoCKOMMUYeckn Ornyxosb MNpPeUMYLLECTBEHHO TBepAasl, HO COAepXUT o0bnactn, CMyTHO HamnoOMMHAKLWME HOpPMasibHble TKaHWU,
BK/IIOHAs HEMPOHHbIE N Me3eHXMMallbHble (KOCTHble, XpslleBble) 3/1eMeHTbl. B ApyrMx onyxonsiX COXpaHsTCs 3pesble 3/IeMeHThbl, B
KOTOPbIX MPU rMCTOSIONMYeCcKOM obcriefoBaHMM OOHAPYXXMBAKOT TONIbKO HEBObLLUME O4Yarn He3pesion TKaHMU.

OMbpuounaHble Tena MoryT NMpUCYTCTBOBATb B HE3pesion TepaToMe U He ABASKTCS HeobbliHOM Haxoakon. OHM OTpaXkatoT BbICOKYHO
cTeneHb He3penioCTU OoNyxosin. 3penble anuTenuasnbHble 3/IeMeHTbl, 3pefibl Xpslw, 3HAOMETPMOMAHAA TKaHb WM 3HAOCANbMMHINOS
n3penka CMelmnBaTCsa C rMuanbHbIMU MMMAIAHTAMU. IMMYHOMMCTOXMMUYECKOE NCCeA0BaHNEe He UrpaeT BaXXHOW posin B ANArHOCTUKe
He3pesion TepaToMbl, HO SALL4 MoXeT 6bITb Mosie3eH ANs pasnmumsa HespenbiX U 3pesiblX TKaHen [Oliva, Young 2014].

NMpuMepHO oAHA TpeTb He3pesblX TepaToM pacrnpoCTpaHAEeTCHa 3a npenenbl AMYHMKA Ha MOMEHT MNOCTAaHOBKM AuarHosa. B uenom,
6onee BbICOKasa CcTagus cBsi3aHa C HebNaronpmMATHbIM NPOrHO30M:

1. He3penble onyxonu 3a npeaesomMm aMYHMKa CBA3aHbl C 6osiee HM3KOW BbIXKMBAEMOCTb. OHU MaHMCbeCTMDYI-OT C METacCTa30B
B }'IVIMCbaTMLIeCKMX y31axX n MMNAaHTauMOHHbIX METACTAa30B 6pI-OLLIl/IHbI.

2. MeTacTasbl 6plOWKHBI U OCTATOYHbIE NPOSIBIEHUS NOCAE XMMUOTEPaANMMU 4acTo SABASOTCA A06poKayeCTBEHHbIMU 3pesibiMn
TKaHAMKU. DaKTUYECKN, «peTpOBEPCUA» He3pesbliX K 3pefibiM MeTacTa3aM bblla 3a40KyMeHTUpOoBaHa B OAHOM MUCCefOoBaHUU C
NCrnosib3oBaHMeM KoMmnbloTepHOU ToMorpadpum (KT). B cBoem mnccneposanHmn Moskovicetal. oTMeTunm yMeHblleHne pa3Mepa no-
cne xmMmoTepanuu, 3pesnias TKaHb obHapyXuiacbk TONbKO MpU MMCTONOMMYECKOM nccnenoBaHun. OQHaKko Aaxe 3TU 3N1eMeHTbl He
BNNANM OTpULATESIbHO Ha NPOrHoO3.

3. CMHApOM pacTywen TepaTtoMbl. OnpeaenseTcss Kak NpoAo/IXKEHME pocCTa TepaTOMbl MOCNe Teparnuu, HO C HOpMasbHbIMU
ypoBHAMU ADP 1 ructonormdyeckm aobpokavyecTBeHHbIMU MpU3HaKaMu. DTU ONYXOSIN YCTOMYMBBLI K XMMUOTEpPANuuU U AOSIKHbI
6bITb yAaneHbl XMPYPruyeckmuM nyTem, HO OHM MMEKT XOPOLLMIM AONTOCPOYHbIA NPOrHO3, €CNM UX YCMELIHO yaanuTb.

4. nnomatos 6ptownHbl. COCTOSAHME, XapaKTepusytoweecs rnmanbHbiIMM MeTacTa3aMu, npeacrasnstowme cobom onyxonb Unm
BO3HMKalOLWMe nocne nedyeHms. HecMoTps Ha nepBoOHavanbHble NPeAnosIOXEHUSs O TOM, YTO 3TO pPaCCTPOUCTBO 6bISI0 BbI3BAHO
CO3peBaHNEM TepaTOMbl, MONEKY/ISPHbIMU UCCNEeA0BaAHMSAMU YCTAHOBJ/IEHO, YTO FIMOMATO3 6pHOWMHLI SBASETCA HEe3aBUCUMbIM
SIBIeHNEeM, KOTOpoe COMNpoBOXAAeT He3pesible TepaTOMbl. TOUYHbIM MEXaHU3M, C MOMOLLbI KOTOPOro 3TO MPOUCXOAMUT, OCTaeTCcs
HEeSICHbIM, HO MOXeET bbITb CBsi3aH C pakTopaMm pocTa, BbICBOOOXAAaEMbIMM TEPAaTOMON. B peakux ciayyasx rmmoMaTo3 BO3HMKAN
nmbo yepes pecaTuneTus nocse 3penon TepatoMbl, M60 B OTCYTCTBME MNpenLllecTBYHLWEN OMyXoau 3apoAbllleBblX KeToK
[Crum, Nucci 2017].
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Puc. 4. a. Hespenas TepatomMa. KpynHoe nHkancyanpoBaHHoe obpa3oBaHue, coaepikalliee TKaHu pa3nmq|-|017| KOHCUCTEHLMWN, HEKOTOPbIE N3 KOTOPbIX
HanoMuHawT xpaw, [Crum, Nucci 2017]; b. He3penbin NOBEPXHOCTHbIN anuTenuii u ctpoma [Crum, Nucci 2017]; c. He3penas meseHxuma [Crum,
Nucci 2017]; d. Hespenbin xpaw, [Crum, Nucci 2017]; e. He3penbll HEMPO3NUTENUN, HAaNOMUHAaOWMN HernpobnacTtel [Crum, Nucci 2017]

2.2. AncrepMMHOMa

Bce ancrepMmHOMBbI ABASAKOTCSA 3/10Ka4YeCTBEHHBIMU HOBOOBpa3oBaHUSAMM, O4HAKO CTENEeHb UX MMCToNnornyeckon anddepeHunpoBKu
pasnnyHa. Tonbko 30% ANCrepMMHOM UMEKT arpeccuBHoOe TedeHue [Kymap v gp. 2016]. lncrepMMHOMa siBNsieTCS CaMOW pacnpocTpa-
HEHHOW 3/10Ka4YyeCTBEHHOW OMNyXOJiblo SAMYHMKOB. Bonpocbl anddepeHumanbHOM AMArHOCTUKKM CTOSAT Hambosiee oCTpO, MOCKOJSIbKY B
HacToslee BpeMs OHa accoummpyeTcs C OT/IMYHBLIM MCXOAOM, HO ee Jierko rnepenyTtaTb C MESIKOK/IETOYHOW KapuMHOMOMW, CBETNOoK/e-
TOYHOM KapuWHOMOW 1 ApyrMmmn HoBoobpasoBaHusaMn [Oliva, Young 2014]. AncrepMMHOMa — ONyXOJSib A€TEN U MONOAbIX XeHLWMH. OHa
ABNSAETCA AMYHMKOBbBIM @aHa/IoroOM CEMMHOMbI sinuka. CpefiHMK BO3pacT cocTtasnseTt 22 roaa, a 90% nauueHToB Mosioxe 30 net, peako
BO3HWKAET Mnocsie MeHonay3bl. Y XeHWWUH MosioxXe 25 neT BbIaBASEeTCs, KakK npasBuno, Ha ctaguun la [Crum, Nucci 2017; Oliva, Young
2014]. Okono 20% 3n10Ka4yeCTBEHHbIX OMyX0/aen AUYHUKOB, BbISIBNIEHHbIX BO BpeMs 6epeMeHHOCTN, — AUCFepMUHOMbI. [JuCrepMnHo-
Mbl HEpeAKO BO3HWKAKT Y NauMeHTOB C AucreHesmnen ronan [Crum, Nucci 2017].

TUNMYHOE Ha4vano C TSHXXeCTU B BpIoWHOM NONOCTH, owyLllaeMoro obpasosaHus nnam 60nun B XmBoTe. Y HEKOTOPbIX NauMeHTOB Bbl-
ABNAIOTCA HaApYLEHUS MEeHCTpYasibHOro LUMKIA, XenyaoyYyHO-KULWEYHbIe UKW MOYeBble CUMMMTOMbI. Peako y naumMeHTOB MOXHO BCTpe-
TUTb rmnepkanbumemmnto. CblBOpOTOYHAs naktaT-germaporeHasa (LDH) 4acTto noBbileHa WM MOXET CIYXWUT OMNyxOSieBbiIM MapKepoM.
YBenunyeHune ypoBHs cbiBopoTouHOro AFP nnn hCG npegnonaraeT Hanmume Apyrmx ornyxosien 3apoabllleBblX KAETOK, XOTS B peaKunx
cny4yasix y nauumeHToB C ANCrepMMHOMON yBenuumeaeTcs konndectBo B-hCG B KpoBU. B CbiBOpOTKE KpPOBU MOXET 6biTb yBenmyeHmne
weno4yHon docdatasbl, HeMpoH-crneundmnyeckon aHonasbl (NSE) n CA-125 y HekoTopbIX naumeHToB [Crum, Nucci 2017]. Peako awvc-
repMMHOMa BbI3bIBAET NapaHeonaacTMyecKyo runepkanbumemMunto [Oliva, Young 2014].

MakpocKonuyeckun gucrepMmMHoMa npeacrasnseT cobon KpynHyr CONMAHY onyxosb, 06bl4HO 6onee 10 cM B gnameTpe C rnaakomn
NOBEPXHOCTbID. Ha pa3pese MsACUCTasd, 0AHOPOAHAsa UM y3/0BaTas CEpPOro, XenTo-KopuyHesoro mnm 6enoro useta. KposomsnusHue
M HEKPO3 4YaCTO NPUCYTCTBYIOT B KPYMHbIX OMyXonax. MoryT 6biTb 06LLUMpPHbIE YYacTKU Kanbumndukauun [Fletcher 2013]. B 10% cnyuva-
AX ABYXCTOPOHHSSA. 3@ peAKUM UCKIKYEeHNEM Clly4alHOW CBSA3M C roHago61acTtoMon, aucrepMmMHoMa BCTpeyaeTcsl Kak 4acTb CMeLlaH-
HOro HoBoO6pa3oBaHMsl, KOTOPOE aCCOLMUPYETCS C ONYXO0J1bl XEeNToYHoro Mewka. KombnHaumsa atnx Asyx HoBoobpasoBaHuM npea-
ctaBnseT cobon camble pacrnpoCTpaHEHHbIE MPUMUTUBHbBIE OMYXO0JIN 3apoAblLLEBbIX KNeTOK andHuKa [Oliva, Young 2014].

Puc. 5. a. lucrepmnHoma. Onyxonb HanoMMHaEeT no dopMe Mo3xedok. Pannonunesa Tpyba BbITAHYNa BAONb noBepxHoctu [Crum, Nucci 2017]; b. Avc-
repMmMHoMa. Mpu ManoM yBenndeHnn eanHuLern onyxonm aBnsieTcs Aosibka OAHOPOAHBLIX OMYXOJEBbIX KNETOK, pasfaeneHHbIX TOHKoN ctpomon [Crum, Nucci
2017]; c. AncrepmmnHoma. Mpu BbICOKOM yBENNYEHUN BUAHbI (proneToBble sapbiwkn [Crum, Nucci 2017]

MMUKPOCKONMYECKN OMyXosieBble KNETKU MONNUIOHANbHbie C 3€PHUCTON WX MNPO3pPadyHOM UMTONIA3MON. [NIMKOreH 4acTto MOXHO
NpOAEMOHCTPUpPOBaThb B uuTonaasme npum PAS peakuun. Sapa ueHTpanbHble, Kpyrible N BE3UKYNSAPHbIE U coaepXaT SapbIWKnN. Oury-
pbl MUTO3a@ 0BbIYHO MHOrOYMCAEHHbI. KNeTkn pacTyT B rHesgax, A0NbKaxX uan Tpabekynax, OKpy>XeHHble BOTOKHUCTbIMU Neperopoa-
Kamun. Bpems oT BpeMeHU, HabnogaeTca noteps MexXKAeTO4YHOM CN/I0YEHHOCTU, ¢ o6pa3oBaHMeEM Xene3onoaobHbIX y4acTKoB [Fletcher
2013]. PaznuyHble apXUTeKTYpHbleé 3aKOHOMEPHOCTM MpeAcTaBAeHbl peakumu numdountamu, Tpabekynamu, MUKPOUMCTAMM MU Ka-
HanbLuaMu, a Takxe obWNpHON rmanmHmlaumenn. OgHaKo Ha AAHHbIN MOMEHT A1 HUX HET NpOorHocTMyeckoro obocHoBaHus [Gray Haz-
ard, Masand 2015]. Yacto nuMmdoumnTbl NPUCYTCTBYIOT B BOJIOKHMUCTbIX Meperopoakax M BCTPevatoTCs MHOrAa cpeau onyxoneBbixX Kie-
TOK. JIMOUNTbI MHOFOYNCAEHHbI B HEKOTOPbIX ONYX0nsX, rae obpasytoT honnumkybl, cogepxawme repMmMHaTMBHbIE LEHTPbl. MoryT
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npucyTcTBoBaTb 06/1aCTM MUKCOMAHOMN N NIOTEMHU30BAHHOW CTPOMbI, BK/OYas ciy4vyanHble nenanrnogobHble KneTtku. MeHee pacnpo-
CTPpaHeHbl MMCTUOUUTBI, 303UHOMUABLI U MAa3MaTUYEeCKue KNeTKU. MMCTMouMTapHbIM KOMMOHEHT MoXeT 06pa3oBbiBaTb rFpaHyfeMbl.
SNUTENMoOnNAHbIE KNETKM U MHOrosgepHble rmMraHTCKue KneTku JlaHrepraHca BCTpevyarTCs 4acTo, @ HEeKOTopble ONyXosn coaepkaT
capkongonofobHble rpaHynemMbl. MMraHTCKMe KAeTKU, MCTUOUNTBI MW CUHUMUTMOTPOodobnacTnyeckme KNeTkn B HEKOTOPbIX Cly4dasax
MOryT nNpucyTcTBoBaTb [Crum, Nucci 2017]. ®nbpo3Hasa nnan rpaHysemMaTto3Has peakums MoxXeT O6biTb HaCTO/IbKO MHTEHCUBHOW, YTO 3a-
TMEBaeT onyxofneBble K/eTKN. 30Hbl HEKPO3a NPUCYTCTBYIOT B HEKOTOPbIX AMCrepMUHOMax, 0CO6eHHO B KpynHbiX. HoBoo6pa3oBaHus
CO cTeneHblo atTunum 6onblue, YeM 06blYHO, U BbICOKas MUTOTUYECKast ckopocTb (> 30 MutoTnyeckux puryp Ha 10 hpf) 6bbiam Ha3Ba-
Hbl @aHanJ1acTU4ecKon AMCrepMmMHOMOoun. MNMpoOrHo3 B TakuUx cnydasx conoctaBuM C TunndHon. Okono 3% AucrepMmHOM copepkaT CUH-
UMTUOTPOPOONACTHbIE FMFAHTCKME KNETKW, HO HEe MMeKT APYrnx TUMNOB HEerepMMHOMaTo3HOM AuddepeHuMpoBKU. Takne onyxosnm
KnaccuumnumpyroTca Kak AUNCrepMUHOMbI C CUHUMTUOTPOMO6NACTHLIMM FTMTAHTCKUMM KNIeTKaMu U MMeKT TOT XKe MPOrHo3, 4Tto U ony-
XONIN, Y KOTOPbIX OHU OTCYTCTBYIOT. CMHUMTMOTPOdO6AaCT MOXET npoayuMpoBaTb rOHAAOTPOMNUH, U Y 3TUX NAUMEHTOB yBeNM4YnBaeT-
CS YPOBEHb Yesl0Be4yeCKOro XOpmoHmM4yeckoro roHagotponuHa (Xr4Y) [Crum, Nucci 2017]. Cny4anHble repMMHOMbl UMEOT MUKPOLIMCTU-
YECKUN NN KPUCTaNIMYeCcKnim Bua, B CBSA3M C YEM MOXHO npeanonaraTb onyxosfb Xentoro Tena [Ulbright 2005].
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Puc. 6. a. lucrepmnHomMa. Knetkm ¢ TMMMYHO 06MABHON SICHOM UMTOMIa3MON, KPYMHbIMU S5APaMU C «KBaApaTHbIMU» FPaHMLAMN N BUOHbIMU S4-
pbiwkamu [Oliva; Young 2014]; b. AncrepMnHoma. Aapa onyxoneBbiX KNETOK CUNbHO 1 Anddy3HOMONOXNUTENBbHO OKpalmBatoTca Ha OCT4
[Oliva; Young 2014]

MonekynspHble MapKepbl

AHOMannUM XpoOMOCOMbI 12p SABASKOTCSA XapaKTepPHbIMU AN 3/710KaYeCTBEHHbIX OnyXosien 3apoabiweBbiX kKneTok. c-KIT MyTaumum o06-
Hapy>XMBaOTCSA NMPUMEPHO B YeTBEPTU CNy4vyaeB AUCIEPMUHOMbI, HO OHW PacrnolIoXeHbl B 3kK30He 17, a He B 11, KOTOopbIM obecneyunBa-
€T YYBCTBUTENbHOCTb K MMaTUHNOY. NMeloTCca npeanonoXeHus, YTo y AMCFepMUHOMBI Te Xe reHeTUYecKne MapKepbl, YTO U Yy ee Any-
KOBOro aHasora, CeMWHOMbl [Gray Hazard, Masand 2015]. AucrepMmHOMa AWYHWUKOB TECHO CBS3aHa C HEKOTOPbIMU FeHeTU4YeCKMMU
CUHAPOMaMN, TakMMK Kak cuHapom dpensepa, ncesno-Menrca, atakcma-teneaHrnakrasma n cnHgpom Aneprta. CnHgpom Cyanpa Mo-
XeT 6bITb CBA3aH KakK C AUCrepMMHOMOM, Tak U € roHagobnactomon. CnHgpoMm Cyanpa (AncreHesus roHaz) — pacCTpOUCTBO CeKCy-
anbHOM AnddepeHUMpPOBKM, XapaKTepusylolleecs MyTaumen reHa SRY, oTBeyawwWero 3a MYXCKME MOSIoBble MPU3HaAKKU. DTOT reH
pacnonoXxeH Ha Y XpoMocoMe. MyTauumm Ha 3TOM CanTe NPUBOASAT K MNOSIBAEHUIO (PEHOTUMUYECKUN XKEHLMH C Hapy>XHbIMU MOSI0BbIMU
opraHamu, HeAOpa3BUTbIMU BHYTPEHHUMU rOHAAAMW, aMeHopeen N pyauMEHTApHOMY pasBUTUIO rpyaun, NOOGKOBbLIX U NOAMbILIEYHbIX
BONOC. Takume naumeHTbl HaxoAsaTCAa B rpynne BbICOKO pUCKa pas3BUTUA OUCTEPMUHOMbI UM roHaZobnacToMbl B OAHOM MM 060MX
ANYHUKaX [Gray Hazard, Masand 2015].

MMMYHOIrMctToxmMmnyeckme MmapkKkepbl

AncrepMMHOMa nMmeeT MMMYHOMEHOoTUN, NofobHbIN ceMnHOMe sauyka. OCHOBHbIMKM aHTuTenamm CD117 wn D2-40 [Fletcher 2013],
nnaueHTapHas wenoyHasa ¢ocdartasa (PLAP) Takxe MoXeT 6bITb MOsie3HbIM MapKepoM B AMarHoctuke [McCluggage 2008]. OkpaluvBa-
Hne ansg CD117 npucyTCTBYET No4YTu BO BCeX AUCTepMMHOMax WM He 3aBUCUT OT Hanuumsa myTtauum c-kit. Ewe ogHa rpynna aHTuTen
pearvpyeT C S4epHbIMU aHTUreHamn, oHa Bkato4daeT OCT-4, NANOG mn SALL-4. OkpalwumBaHue aapa onyxoseBon KNeTKU, Kak npasu-
no, cunbHoe n anddysHoe. MoHokOHaNbHble aHTUTeNna K CK, ocobeHHOo K HM3KoMonekynsapHbiM CK, MOryT 6biTb NONOXUTENIbHLIMU B
aucrepMuHoMe. OkpawmBaHue o0bbIbYHO cnaboe n okanbHOe U ero Bpsi4 I MOXHO cnyTaTb € 6osiee CMNbHbIM MEMBpaHbIM UK LUTO-
nJasMaTUYeCcKMM OKpallMBaHUEM B APYrnx onyxonsx npu auddepeHumanbHon agnarHoctmke. EMA oTpuuatenbHo. Habnwogaetcs no-
NnoXXuTtesibHoe okpawmeaHme ana XY B cMHUMTUOTPOPO61aCTUUECKNX TMITAHTCKUX KeTKaxX, KOTopble NosBASAIOTCSH BPEMS OT BPEMEHMU
B ancrepmmHome. OkpawwusaHue ans A®I, rmunmkan-3, SOX-2 n CD30, KoTopble MapKUpPYOT Apyrue TUrbl ONyXosien 3apoabllleBbiX
KNEeTOK, ABNATCA oTpuuaTenbHbIMK [Fletcher 2013]. AncrepMmHoMa Takxe akcnpeccupyet LIN2811 [Oliva, Young 2014].

Kak n ceMMHOMbI, AMCrePMUHOMbI SKCNpeccupytoT dakTopbl TpaHckpunumm Oct3/4 n Nanog, KoTopble y4acTBYIOT B nogaepXaHum
NJPUNOTEHTHOCTUN KNEeTOK [Fletcher 2013]. BONbWMHCTBO ANCTEPMUHOM 3KCNPECCUPYIOT peuenTop TUPO3MHKKMHAa3bl c-Kit, aTOT Mapkep
apnseTca cneumduydHbiM ang gucrepMnHoMbl. C NosiBIEHNEM U yCMNELWHbIM NMpUMeHeHueM c-kit-Tepanuen npu XpoHUYECKOM Mueno-
MOHOM NeNKO3€e U racTPOMHTECTUHANbHbIX CTPOMasbHbIX ONYyXOSaX 3aKcnpeccusa c-kit B gucrepmmHoMe MoXeT cTaTb HOBOW LEblo
KOHCepBaTMBHOW Tepanuu [Sever et al. 2005].

OCT3 /4 (takxe m3BecTHbIM kak POUSF1) npeacrasBnsetr cobon HefaBHO OMUCAHHbLIA (pakTop S4epHOW TPaHCKPUMNUUKU, KOTOPbIN
3KCnpeccnpyeTcs B aMOpMOHaNbHbIX U CTBOJSIOBbIX KfieTKaxX yenoBeka. bblno ob6Hapy»XeHO, YTO OHW BblpaXeHbl B sApaxX repMMHOMbI U
3MOpMOHaNbHOM KapuWMHOMblI C OYEeHb BbICOKOW YYyBCTBUTENIBHOCTBIO U cneumnduyHoOCTbio, byayun HepeakTUBHbIMM B NO60ON Apyromn
dopMe MHBA3MBHOW ONYXO0JIM 3apoAbllleBblX KNeToK [Ulbright 2005].
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Mpeablaywme nccnefoBaHma NpoaeMOHCTpUpoBanu, 4to aHanus FISH moxeT 6biTb noneseH npu onpegeneHnn 12p Kak AnarHo-
CTUYECKOro MHCTpPYMeHTa B AnddepeHumanbHON AMArHOCTMKE OMyxoJsien MeTacTaTUdeCcKMX 3apoAblleBbiX KNeToK. ToYyHas AuarHo-
CTUKA AUCrepMMUHOMbI BaXKHa 419 BEPHOW MOCTAaHOBKU AMarHo3a, NMOCKOJIbKY 3Ta OMyXOJlb UMEET Jlydlmnit NporHo3, 4em gpyrme nep-
BUYHbIE SMYHUKOBbIE 3/10Ka4YeCTBeHHble HOBOO6pa3oBaHus, ABASETCA paaMoYyBCTBUTEIbBHON M XOPOLWO pearmpytoT Ha CXeMbl XMMNO-
Tepanum Ha OCHOBe uucnnatuHa [Gray Hazard, Masand 2015].

YenoBeyecknin NogonaaHuUH cneumduyeckn pacrnosHaeTcsd MOHOKOHanbHbIM TenoM D2-40. MNMogonnaHuWH y4dyacTByeT B Nporpeccu-
pOBaHUW aNUTENMasnbHbIX OMyXxonen. B HOpManbHbIX TKAHAX OH 3KCNpeccupyeTca NMM@aTtnyecKMMmn cocygamm M ele HeKoTOpbIMU
TKaHAMKU. [pegnonaratoT, YTO OH MOXET UrpaTb BaXKHYK pOJib B peopraHusauumn uMTockeneta n paHHen anddepeHumnaumm KieTok
rpaHynesbl. [1logonsaHnUH CUNIbHO 3KCNPecCUpyeTca ONyXosieBbIMU KiIeTKaMn SUYHUKOBOW AUCTEPMUHOMBI U K/EeTKaMu rpaHynesbl, HO
He ApPYrMMU HeonaasusaMm, UYTO yKasbiBaeT Ha ero noTeHumanbHOEe MCNOoJIb30BaHME B KadecTBe crneundunyeckoro mapkepa Ans aTmnx
onyxonewn [Schacht er al. 2005].

2.3. XopuokapymHoMa

XOpnoKapumMHOMbI COCTOAT M3 cMecu umtoTpodobnacta v cmHumTMoTpodobnacra. lNepBUYHbIE XOPUOKapUUHOMbI AUYHUKOB CO-
CTaBnAT MeHee 1% 3/10KayeCTBEHHbIX OMyXonen 3apoAbllleBblX KAeTOK AMYHUMKOB. OQHaKO XOPMOKapUMHOMAaTO3Hble 3/1EMEHThI
BcTpeyatoTca y 20% onyxonen CMeLlaHHbIX 3apoablilleBbliX KNeToK. [eCTalMOHHbIE XOPUOKAPLMHOMbI SSMYHMKA NOYTU BCerga siBNsioT-
CA MeTacTasaMu onyxosien U3 mMaTtku [Crum, Nucci 2017]. XOpUoKapLuMHOMa 4alle BCero BCTpevyaeTCcss KaK KOMMNOHEHT CMeLaHHOMN ony-
XONN 3apoablLlLeBbIX KNEeTOK.

Onyxonb BbISABNSAETCSA Y AeTer U MOSoAbIX XeHWMH. KnnHnyeckasa kapTuHa: 60nmM B XXMBOTE U aHOMasibHble BarMHallbHble KPOBO-
TeyeHus. [NonoXuTenbHbIN TecT Ha 6epeMeHHOCTb, nosbiweHne B-hCG B CbIBOPOTKE KpOBW. Y aeTen HabnogaeTcs npexaeBpeMeHHoe
rnosoBoe co3peBaHue. MIHoraa Ha onepaunsax obHapy>XmMBaeTcs reMonepuTtoHeymMm [Fletcher 2013].

XopnokapumHoOMa, Kak U OMyXoJsib XEeNTOYHOro MellKa, SABfSeTCss NpUuMepoM 3KCTpasMbpuoHanbHOM anddepeHuUMpOoBKN 3/10Kave-
CTBEHHbIX 3apoAbieBblX KAeToK. CYUMTAETCH, YTO XOPUOKApPLUMHOMa UMEET repMMHONreHHOE NPOUCXOXAEHNE TOMIbKO NpU pasBUTUKU ee
y AeBoyek B npenybeptaTHOM nepuoe, NOCKOJIbKY MNo3aHee HeNb3s UCKYaTbh pa3BUTUE XOPUOKapLUMHOMbI U3 aKTONMYeckon bepe-
MEHHOCTU (B AMYHUKe). BONbLUMHCTBO XOPUOKApPLUMHOM ANMYHMKOB pa3BMBaeTCA B KOMOWMHaUMM C APYrMMU FrEPMUHOMEHHbIMW OMyX0ons-
MU. N30/1MpOBaHHbIE XOPUOKapLUMHOMbI HabnaalTcs KpanHe peako [Fletcher 2013].

XopnokapumHoMa — OAHOCTOPOHHSAS MsArkas nypnypHoO-KpacHas onyxosib C reMopparn4yeckom U HeKpoTUYECKON NMOBEPXHOCTbIO Ha
pa3spe3e. OHa BapbupyeT oT 4 Ao 25 cM B aAnmameTpe. Mukpockonuyeckm 6onblias 4acTb ONYXOSN SBASETCA reMmopparmyeckon um
HeKpoTnyeckon. XXnsHecnocobHble ONyxofieBble KAETKM HaxoAAaTCsa rnaBHbIM obpa3om Ha nepudepuun, rae umtotpodobnacrtHble m
CUHUMTUOTPOdObNAaCTHbIE TMIAHTCKME KNEeTKU pacTyT B BUAE nepenneTeHHblX CTPYKTyp. LUntoTpodobnactel uMeoT 06UNbHYO CBET-
Ny UMTOMIa3My M YETKO KOHTYpUpyeMble rpaHunubl KNeTok. VX aapa Be3uKynsapHble, a HEKOTOpble coaepXaT Makpoaapblwky., CUH-
LMTNOTPOdOBNACTHbIE TMraHTCKUE KIETKM UMEKT 0BUbHYIO BaKyonmM3mpoBaHHY 6a3odunbHyo nnm ampodpuabHOM LUTONIasMy, B
KOTOPOW HaXoAsTCS MHOXECTBEHHble rMnepxXpoMHbie sapa. Mo rmcToNornyeckoMy CTpoeHUto XOpMoKapuMHOMbI SMMHUKOB UAEHTUYHDbI
6onee yacTblM XOpMoKapumMHOMaM naueHTbl. B aMUYHMKax pa3BMBAKOTCA arpecCmMBHbIE OMYXO0JIM, KOTOPble K MOMEHTY MNOCTaHOBKU AU-
arHosa yXe MMeloT reMaTtoreHHble MeTacTasbl B JIerkme, rneyeHb, KOCTU U Apyrne BHYTPEHHUE opraHbl. XOpuoKapunHOMa ANYHUKOB
npoayuupyet 6onblioe konmyectso XY, 4to nHorga nomMoraeT NOCTaBUTb AMArHO3 WK onpeaennTb peunams 3abonesaHud. Ho B oT-
nnyme OT XOPUOKaApPUMHOM, pa3BUBAKOLWMXCA B TKAHU MAaueHTbl, XOPMOKApLUMHOMbI SUYHUKOB OBbIYHO HEYYBCTBUTENIbHbI K XMMUOTE-
panun 1 4acTo ABNAKTCA daTanbHbIMKU [Fletcher 2013].

MMMYHOIrMctoxmMmMmyeckKkme MapkKkepbl

XopuokapumHoMa nonoxuTenbHO okpawmneaetca ana XY, kepatnHa, hPL u nHrmbmnHa. OKoOMo NosIOBUHbI OMyX0Jsien MONoXuTesnb-
Hbl ana PLAP n EMA [Crum, Nucci 2017]. Bce TpodobnacTtHble kneTkn aenaioTca CK-NonoXuTesnbHbIMU, C CUIbHbIM O4HOPOAHbLIM OKpa-
LUMBaAHUEM UMTOMMa3Mbl CMHUNMTUOTPOdo6nacTa rmraHTckmux knetok. CnnbHoe okpawmsaHmne B-hCG HabnogaeTcs B uMTonaasMe CUH-
UMTUOTPOdO6NACTHbIX MMIraHTCKUX KNeTok [Fletcher 2013]. DLX4 cBepx3aKCnpeccupyeTcs B XOpuoKapuumHOMax, U, Kak coobuwaeTtcs,
MHrMbmposaHume askcnpeccun DLX4 B KfeTKaxX XOpPMOKapUMHOMbI Bbi3biBaeT anonTto3. Dkcnpeccns DLX4 nosbliwaeT ypoBHU VEGF u
FGF-2, cTuMynupyeT poCT 3HAOTEeNMaNbHbIX KJETOK U BeAeT K BO3pacCTaHMIo MJIOTHOCTU MUKPOCOCYAOB B onyxonu. B gonosiHeHue K
aHrnoreHHoMy csonctBy VEGF MoxeT BbI3biBaTb aCcUUT BCNeACTBME YBENMYEHUA COCYANCTON npoHunuaemocTtn. Coobaercs, uto VEGF
cnocobCcTByeT MHBA3MBHOMY MOBEAEHUIO PaKOBbIX K/IETOK SIMYHWKOB MNyTeM CTUMYNSAUMU CeKpeuunm MATPUKCHbIX MeTannornpoTenHas
(MMP), B 4yacTHOCTU akTMBMpPOBaAHHOM HopMbl MMP-2 [Hara et al. 2007].

2.4. DOM6puoHanbHas KapLuMHoMa

AMYHMKOBOE 3Nn0KayecTBeHHOe HoBoobpasoBaHue, MoOpdOSornyeckn wnaeHTU4Hoe 3>MOpMOHANIbHOW KapuMHOMEe CeMEeHHUKOB.
BcTpeuaeTca pegko.

OHa obHapy>XnBaeTcs NOYTU UCKIIOUYUTENIBHO Y AE€Ter U MONOAbIX XEHLUMH, XOTS MOosIBJIEHME Y MOXUIIbIX XEHWMH 6bl/10 ONMCcaHo.
CpeaHunin BO3pacT cocTasnisieT okosio 15 net. TunuyHble NposiBNeHns — 3TO Ta3oBas MM abaoMuHanbHas 60nb, AWM NanbnupyeMmoe
obpa3zoBaHue 6pIOLWHON MONOCTU [Fletcher 2013]. DHAOKPUHHASA NATOM0OMMSA NMPOSIBASETCA M30CEKCYasbHbIM NCeBAONMpPeXAeBpeEMEHHbIM
MoJIOBbIM CO3pEBAHMEM U HEPErynsipHbIMU KpoBOTEYEHUSAMU. YPOBHU CbiBOPOTKN hCG n AFP o6bluHO nosblwatoTcs [Crum, Nucci 2017].
MeHCTpyanbHble aHOMannuM pacnpocTpaHeHbl Y NauMeHToK B noctnybepTaTHOM nepuoje. BOoNbLWMHCTBO NAaUMEHTOB UMEKT MOJSTIOXMU-
TeNbHbIN TeCT Ha 6epeMeHHOCTb UM NOBbILLEHHY0 KOHUeHTpauuto B-XIMY B cbiBOpoTKe KpoBM U 0KoNo 50% naunmeHToB UMEIT npex-
AeBpeMeHHOoe noJsioBoe co3peBaHune [Fletcher 2013].

Makpockonuyeckn ambpumoHanbHaa KapunmHoMa npeacrasnsietr cobon KpynHoe conmaHoe HoBoobpasoBaHue, AnaMeTp KOTOpPOro oT
15 0o 17 cM. loBepXHOCTb paspe3a MSACUCTas XenTo-KOpUYHeBas Uaun cepasi, ¢ HebonbWNMU KNCTaMU N yYacTKaMn KPOBOU3TUSHUN
N Hekpo3oB. OnyxoneBble KNeTkM UMeloT bonblime Be3nKynspHble 94pa C KPYNHbIM XpOMAaTUHOM U OAMH UKW ABa a4pblllka. Aapa
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6onblie, 4eM y NaunmeHToB C AMCrepMUHOMOMN, 0BbIYHO OTMEeYaeTcs S4epHbIn naeomopdusM. MuToTuyeckme purypbl M o4arm Hekpo3sa
MOryT MPUCYTCTBOBaTb. MOXHO yBMAETb 303MHOMUNbHbIE Kamnau, Kak B ONyXONsX XeNTo4YHOro mewka [Crum, Nucci 2017]. Onyxone-
Bble K/IeTKM MONUroHanbHble nnm crtonbyarblie, UMeT 06UNbHYI0 aMPUDUABHYIO AU CBETNYIO uMTOonaasMy. PacTyT B rHesgax, MoryT
UMeTb paclesinHbl, Xene3bl NN COCOYKM. BONbWMHCTBO 3MOpMOHaNbHbIX KapuMHOM cogaepxaT CMHUMTUOTpodobnacTHble rmraHTcKme
KNeTKu, NpUCyTCTBYOWME NO OTAENbHOCTU UAM B Knactepax. DTN KNeTku — UCTouyHuK B-hCG. CTpoMa oTeyHas uam COCTOUT U3 Kie-
TOYHOM nponundepaunmn MenKkmx, NPUMUTUBHBLIX BEPETEHO0OpPa3HbIX KNeToK [Fletcher 2013].

s
| §

Puc. 7. a. DM6puroHanbHasa KapunuHoOMa OT KpacHOro A0 XeNToBaTO-KOPUYHEBOrO LiBETa 06pa3oBaHMe C 04aroBbIM KPOBOU3/IUSIHUEM U
Hekpo3oM [Crum, Nucci 2017]; b. Knetkn cMHUMTMs B aM6puoHanbHoM kapuuHoMme (ceepxy) [Crum, Nucci 2017]

MMMYHOIrMctoxmMmnM4yeckKkme MapkKkepbl

NMMMyHOorncroxmmmyeckun okpawmsaetcs Ha CK, PLAP n NSE nonoxutenbHo [Crum, Nucci 2017], HO oTpuuaTtenoHa ans EMA. Dmb6pu-
OHaNnbHasa KapuumHOMa MOJIOXUTENbHO OKpawwmBaeTca ANnga aaepHbiXx MapkepoB OCT-4, SALL-4 n SOX-2. He okpawwuBaeTtca Angd
CD117, D2-40 [Fletcher 2013] v KIT [Crum, Nucci 2017]. CUHUMTUOTPOdO6NACTHbIE FMraHTCKME KNETKM U MHOrAa MOHOHYKleapHbie
KNeTKM, HanoOMUHaLWmMe NpoMexyToyHble TpodobnacTbl, ABNAIOTCAS MMMYHOpeaKTUBHbIMM ana XIMY. OgHa TpeTb Oonyxonen rnosioxu-
TenbHa Ha AFP [Crum, Nucci 2017]. CD30 — meMbpaHHbI MMUKONPOTEMH aKTopa HEKpPO3a ONyXosn — Mosie3HbiIn MapKep ANs UaeH-
TUdnKaumm nepsnYHOM sM6pmMOHaNbLHOM KapumHOMbl. HO OH MeHee 4yBCTBUTENEH ANS AMArHOCTUKW MeTacTaTuyeckom amMbpuoHanb-
HOWM KapuWHOMbI, @ TaKXXe MeHee 4yyBCcTBUTesieH, yeM OCT4. SOX2 HeobxoamMm ans nogaeprkaHmsi caMoobHoBneHmns HegmnddepeHun-
pPOBaHHbIX 3MOPUOHAJIbHBIX CTBOJIOBbLIX KNETOK U ABMIAETCA K/AHOYEBbIM (PAKTOPOM TPaHCKpUNUMK, TPebyrWwmMca B MHAYLNPOBAHHbIX
NJPUNOTEHTHBIX CTBOJIOBbLIX KNeTkax. SOX2 akcnpeccupyeTcs B SMOPUOHaNbHbIX CTBOMIOBbIX KNeTKax U UX NPOU3BOAHbIX — KeTKax
3M6pMOHaNbHOM KapuuHOMbI. nnnukaH 3 — oHKodeTanbHbin 6€10K, KOTOPbIM MOXET yKa3blBaTb Ha OMYXOJib XEATOYHOro Mellka
COBMECTHO C aMbpuoHanbHOM KapumHOMoOWn [Cheng et al. 2010].

3. 3noKkayecTBeHHas OnyxoJib CMELIaHHbIX 3apoAblleBbiX KJETOK UM NosimaMbpuomMa — pegkas 3/0KayecTBeHHasa ony-
XO0/1lb AUMYHUKOBbIX 3apOAbIWEBbIX KNETOK, XapaKTepusyuwasacsa Hanamumem sM6pnonaHbixX Tes, HanoOMUHaKLWUX paHHMe 3MOpPUOHBI Ha
pa3HbIX CTaauax passutusg. B nutepatype 6b1n0 3apernctpmpoBaHo MeHee 20 cnyyaes, B 60/1bLIMHCTBE U3 KOTOPbIX Npeobnagatowmm
KOMMNOHEHTOM bblin He3penas TepatoMa UM aMbpuoHanbHas KapuuHoMma [Crum, Nucci 2017]. 3N0Ka4YeCTBEHHbIE OMYXO0JIM CMeLaHHbIX
3apoAblleBbIX KAETOK coAepXXaT CMeCb pas3fInYHbIX TUMOB 3apoablleBbiX KieTok. OHM cocTtansaoT oT 5% [o 20% Bcex 350kave-
CTBEHHbIX OMyX0sen 3apoAblleBblX KNETOK [Fletcher 2013]. NMonnambprnoMa npeacrtaBnseT cobon «MOCT» Mexay HeTepaToOMaTO3HbIMU
MU TepaTOMaTO3HbIMU ONYXOJSIAMU 3apoablleBblX KNeTokK [Oliva, Young 2014].

CMewwaHHble Onyxonu 3apojblllieBbliX K/eTOK BO3HUKAWT y AeTern U MonoabixX XeHwmuH. CpegHun BO3pacT coctasnder 16 ner.
O6blyHO nposensaeTcs 601bI0 B XMUBOTE, OTEKOM MM NanbnMpyeMbiM 6ploLWHbIM 06pa3oBaHMeEM. Y HEKOTOPbIX NauUMEeHTOB — KapTuUHAa
OCTpPOro XwuBoTa. Pe3ynbTaTbl UCCeA0BaHNA MapKepOB CbIBOPOTKM KPOBW 3aBUCAT OT TOro, Kakume 3/1eMEeHTbl 3apoAbllleBbliX KIETOK
npucyTcTBytoT. Okono 50% nauneHTOB MMEIT MONIOXKUTENbHBIN TECT HAa 6epeMeHHOCTb UM MNOoBbIWEHHbIN ypoBeHb B-hCG B KpoBMW.
CbiBopoTKa AFP nosbiweHa y 50% nauuneHToB. OKo0 2/3 naunmeHToB MMET onyxonun I ctagun npun anarHoctuke [Fletcher 2013].

MaKpOoCKOMMUYecKkn 3/10KavyeCTBEHHbIe OMyX0siM CMeLllaHHbIX 3apoAblleBblX K/eTOK, Kak rnpaswno, 6bonbline, co cpegHuUM gmameT-
poM 15 cM. NxX BHelwHee CTpOeHNEe 3aBUCUT OT TOro, Kakue 3/IeMeHTbl TaM MPUCYTCTBYIOT. AlucrepMmMHOMa MACUCTasa U cepad, Kopuu-
HeBas unn benasa. Hespenas TepatoMa 6enas UM KoOpuyHeBasi U MOXET CoAepXaTb KUCTbl U TBEpAble XpsLEBbIE N KOCTHbIe o4aru.
O6nactn xopumoKapuMHOMbI coAepXXaT remopparmm n Hekpos. OnyXonu CMelaHHbIX 3apoAblleBblX KAeTOK 06blMHO OAHOCTOPOHHMUE,
HO AMCrepMMHOMa MOXeT 6bITb ABYCTOPOHHEN. [1Ba 3/10Ka4YeCTBEHHbIX aN1eMeHTa BcTpeyatoTcs B 80% cMewaHHbIX, Tpy B 15% u ye-
Tblpe unm 6osibllie B OCTaBWMXCs. [JaHHble coCcTaBnstowme MoryT 6biTb CMELaHbl UM pacTyLWMMN B OTAESbHbBIX, HO CMEXHbIX o4yarax.
Hanbonee 4acTbiM 3/1EMEHTOM SABNASETCS AUCTEPMUHOMA, NOCAE OMYyXO0Jb XEeJITOYHOro MelwkKa 1 He3penas TepaTtoMa. DMbpuoHanbHas
KapuMHOMa, XopuoKapumHoMa n nonmambpmoMa BCTpedaloTcs pexe. XOpuokKapumHoOMy M NoamMaMbpuoMy peako HaxoAsaT B SIMYHUKE
OTAENIbHO, Yalle OHM BCTPeYarTCad KaK KOMMOHEHT OMyX0/iM CMelWaHHbIX 3apoAbllleBbliX KNeToK [Fletcher 2013]. Onyxosb COCTOUT U3
MeNKMX aMOpMOHaNbHbIX T€N C LEeHTPasibHbIM «3apoAblllieBbiM AUCKOM», COCTOSILLMM U3 aNNTENmns aMbpmoHanbHOM KapuMHOMbI U ABYX
nonocten, Aop3asbHOM, NOBTOPSAOLWEN aMHUOTUYECKYIO MOJSIOCTb, U BEHTPAsIbHOW, KOTOpasi MOBTOPSET MOJIOCTb XENTOYHOro Mellka.
MocneaHnn otaeneH oT 3apoAbllleBOro AMcka TOHKUM C/NoeM anutenns. DMO6puoHanbHble Tena nexaTt B 0TeY4HOM MUKCOUAHOW CTpoMe
C Bblpa>X€HHbIMW KPOBEHOCHbIMWU COCyAaMU. DNEMEHTbI, OT/INYHbIe OT 3MOPUONAHBIX TeN, AO/KHbI COCTaBnsATb MeHee 10% onyxonu
Ansa o6o3HayeHmns «nonnmamMbpuombl». MenaTongHble KIeTKN BCTPeYarTCa peako, a MMraHTckme KneTtku cnHumtnotpodobnacra yacro,
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MHOr4a Bbi3blBas 3HAOKPUHHbIE MPOSABAEHUS. B HEKOTOPbIX CNy4dasx anutenmm 3M6puoOHaNbHOM KapuMHOMbI M XENTOYHOro Mewka
pa3pacTaeTcs U TepsieT ynopsgodeHHoe pacrnosioxeHue [Ulbright 2005]. TUraHTCKMe KNeTKn cMHUMTnoTpodobnacta obbl4HO CBSA3aHbI
Cc a3M6bpnonaHbIMM TenbUaMM UM pacnosaralTcs B CTPOMEe U30/MPOBaHHO. NMonnMmbpmnoma yauwe BCero sABAsSieTCss KOMMNOHEHTOM CMe-
LWAHHOM ONYXOSWN 3apoAbilleBbliX KAETOK, CoaepXallen pasnimyHble KOMbMHauMn TepaToMbl, MOYTU BCerga o4aroBo Hespenble, U nto-
6yto KOMBbMHaUMIO BCEX MPUMUTUBHbBIX TUMNOB ONYX0J1E€N 3apoabllleBbIX KNeToK [Oliva, Young 2014].
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Puc. 8. a. MNonnsmbpromMa ¢ MHOXECTBEHHbLIMW 3MOPUONAHBIMU TETaMKU, OTHOCUTENIbHO PaBHOMEPHO pacnpeaesnieHHbIMM B MUKCoMaHOM cTpome_[Ulbright
2005]; b. DMbpuongHoe Teno, UMerLee cepaueBMHy 3MOPMOHANbHOW KapLUWHOMbI, A0P3asibHY0 aMHUOTUYECKYHO NMOIOCTb M BEHTPasIbHbIN KOMMOHEHT Ony-
X0NW XentouyHoro Mewka [Ulbright 2005]; c. Anddy3Has ambpuoma ¢ oxepenbe-rnogobHbIM pacnonoXeHNeEM napasniesnbHbIX NEHT 3MOpPMOHaNbHON Kapum-

HOMbI M OMYXONN XENTOYHOro Mewka. MNocneaHnin nmeet 6onee ynnoweHHbin Bug [Ulbright 2005]; d. NMonnambproMa. MHOroUYnCeHHble SM6pUoONAHbIE

TeNbLa OKPY>XEHbl MPUMUTUBHOM MUKconAHOM Me3eHxumol [Oliva, Young 2014]

3akirouyeHue

0O606Lwas nony4vyeHHble AaHHbIE, MOXHO YCTaHOBUTb, YTO K K/KOYEBbIM AMArHOCTUYECKMM MeToAaM OTHOCATCS He TOsIbKO Mopdosio-
rmyeckoe, HO U MMMYHOIMMCTOXMMUYECKOe nccnenoBaHme. B cnyyasax ropMOHanbHO aKTUBHbBIX OMyXONen AUYHUKOB OTAE/IbHOE MEeCTO
OTBOAMTCH N MONEKYNSpHOW AnarHocTuke. Tak, onpegensawowen onsa SM4HMKoBoro 3o06a sensertca mytauma BRAF, okpawwuvBaHue Ha
TUPEeOornobynH NONOXNTENBHO B LUMTOMIa3Me PoNIMKYNSAPHbIX KeToK, Ha TTF-1 — B gapax onyxosieBbiX KNeTok. [Ana obHapy>XXeHns
KapuMHOMAHON ONyX0osn Hambosnee nosieaHbIMU MMMYHOTMCTOXMMUYECKUMN KPACUTENSAMU SBASKOTCAS XPOMOrpaHMH U CMHaNTO(gu3nH. B
yeTBepTM CNy4vaeB ANCrepMmHoOMbl 0bHapyxuatoTcsa c-KIT MyTaumm, K OCHOBHbIM Kpacutensam oTHocaT CD117, D2-40 v nnaueHTap-
HYIO WenoYvHy docdaTtasy. XopmoKkapumMHOMa NoaoXnUTeNbHO okpawmneaeTtca anga X4, kepatnHa, hPL n nHrmnbnHa. DmMbprnoHanbHas
KapuMHOMa MNOJIOXUTENbHO OKpawmBaeTcsa Ana aaepHbix Mapkepos OCT-4, SALL-4 u SOX-2, a Takxe nosioxutenbHo CK, PLAP un
NSE, Ho oTpuuaTtenbHa gna EMA.

NMMyHOrMCTOXMMMYeckoe nccnegosaHme obnagaeTt BbICOKOM CneundUYHOCTbIO M YYBCTBUTENBbHOCTBIO, YTO NO3BOJISIET €ro UCMoJb-
30BaTb B KayecTBe MeToha Bblbopa A9 AMArHOCTUKM FOPMOH-MPOAYLMPYOLLMX OMYyX0aen SUYHUKOB.

JINTEPATYPA

1. Kymap B., A66ac A.K., @aycro H., Acrep [Ix.K. OcHoBbl natosnormnn 3adosesanmit no Pooomucy n Korpany / Iloxg
pen. E.A. Koran, P.A. Ceposa, E.A. [Ty6osorn, K.A. Ilasniosa. B3 1. T. 3, riaBst 21 —29. M.: JTorocdepa, 2016.

2. Oxwuranosa VI.H. Mopdororus paka smuHukoB B kiaccudumkarmm BO3 2013 roga // IlpaxTideckass OHKOIOIMS.
2014.T.15. Ne 4. C. 143 —152.

3. Cheng L., Zhang S., Talerman A., Roth L.M. "Morphologic, Inmunohistochemical, and Fluorescence in Situ Hybridi-
zation Study of Ovarian Embryonal Carcinoma with Comparison to Solid Variant of Yolk Sac Tumor and Im-
mature Teratoma." Human Pathology 41.5 (2010): 716 —723.

4. Cossu-Rocca P., Zhang S., Roth L.M., Eble J.N., Zheng W., Abdul Karim F.W., Michael H., Emerson R.E., Jones T.D.,
Hattab E.M., Cheng L. "Chromosome 12p Abnormalities in Dysgerminoma of the Ovary: A FISH Analysis."
Modern Pathology 16.19 (2006): 1 —5.

5. Crum C.P., Nucci M.R. Diagnostic Gynecologic and Obstetric Pathology. Eds. S.R. Granter, B.E. Howitt, M.M. Parast, T.K.
Boyd, K.R. Lee, and W.A. Peters, III. Philadelphia: Elsevier, 2017.

6. Desouki M.M,, Lioyd J., Xu H., Cao D., Barner R., Zhao C. "CDX2 May Be a Useful Marker to Distinguish Primary
Ovarian Carcinoid from Gastrointestinal Metastatic Carcinoids to the Ovary." Human Pathology 44.11 (2013):
2536 —2541.

7. Ferguson A.W., Katabuchi H., Ronnett B.M., Cho K.R. "Glial Implants in GliomatosisPeritonei Arise from Normal Tis-
sue, not from the Associated Teratoma." The American Journal of Pathology 159.1 (2001): 51 —55.

8. Fletcher C.D.M., ed. Diagnostic Histopathology of Tumors. Philadelphia: Elsevier, 2013, volumes 1. 2.

9. Gray Hazard F.K., Masand R. "Ovarian Dysgerminomas Pathology Overview of Ovarian Dysgerminomas." Medscape.
N.p., 27 Oct. 2015. Web. <https:/ /emedicine.medscape.com/article/1951026-overview#showall>.

10.  Green A.E. Garcia A.A.,, Ahmed S. "Ovarian Cancer." Medscape. N.p., 12 Apr. 2018. Web. <https://emedicine.med
scape.com/ article/255771-overview#a3>.

11. Hara F., Samuel S., Liu J., Rosen D., Langley R.R.,, Naora H. "A Homeobox Gene Related to Drosophila Distal-
LessPromotes Ovarian Tumorigenicity by Inducing Expression of Vascular Endothelial Growth Factor and Fi-
broblast Growth Factor-2." The American Journal of Pathology 170.5 (2007): 1594 — 1606.

ADEMYPA T.A., HUKAHOPOBA A.B. TEPMMUHOrNEHHbIE FOPMOH-NPOAYLMPYIOLWME ONYXOJZIN ANYHUKOB (OB30P)


https://www.sciencedirect.com/science/article/pii/S1756231714001224

dAekmpoHHOoe Hay4Hoe u3daHue AAbMaHax TpocmpancmBo u Bpems T. 16. Bein. 3-4 « 2018 Arbor vitae: ApeBo XusHu
LWLkoAa HayyHoz20 MacmepcmBa:
MepBeiii MICMY um. U.M. CeyeroBa

Electronic Scientific Edition Almanac Space and Time vol. 16, issue 3—4 Arbor vitae: Tree of Life
School of Scientific Excellence:
Sechenov First Moscow State Medical University

Elektronische wissenschaftliche Auflage Almanach ‘Raum und Zeit* Bd. 16., Ausgb. 3.—4. Arbor vitae: Baum des Leben
Die Schule der wissenschaftlichen Meisterschaft:
die Erste Moskauer staatliche medizinische [.M. Setschenow -Universitat

OEMYPA T.A., HUKAHOPOBA A.B. TEPMWHOTMEHHBIE FOPMOH-MPOAYLIUPYIOLUUE ONYXOJIN INYHUKOB (OB30P)

12.  McCluggage W.G. "Immunohistochemical Markers as a Diagnostic Aid in Ovarian Pathology." Diagnostic Histopathol-
ogy 14.8 (2008): 335 —351.

13.  Oliva E., Young R.H. "Germ Cell Tumours of the Ovary: Selected Topics." Diagnostic Histopathology 20.9 (2014): 364 —375.

14.  Rubinsak L., Rivlin M.E. "Struma Ovarii." Medscape. N.p., 2 Mar. 2016. Web. <https://emedicine.medscape.com/article
/256937-overview#showall>.

15. Schacht V., Dadras S.S., Johnson L.A., Jackson D.G., Hong Y .K., Detmar M. "Up-Regulation of the Lymphatic Marker
Podoplanin, a Mucin-Type Transmembrane Glycoprotein, in Human Squamous Cell Carcinomas and Germ
Cell Tumors." The American Journal of Pathology 166.3 (2005): 913 —921.

16. Sever M., Jones T.D., Roth L.M., Abdul Karim F.W., Zheng W., Michael H., Hattab E.M., Emerson R.E., Baldridge
L.A., Cheng L "Expression of CD117 (C-Kit) Receptor in Dysgerminoma of the Ovary: Diagnostic and Thera-
peutic Implications." Modern Pathology 22.18 (2005): 1 —6.

17. Tebbi C.K., Windle M.L., Cripe T.P., Coppes M.J., Sakamoto K.M. "Carcinoid Tumor." Medscape. N.p., 16 Oct. 2017.
Web. <https:/ /emedicine.medscape.com/article/986050-overview#showall>.

18.  Ulbright T.M. "Germ Cell Tumors of the Gonads: A Selective Review Emphasizing Problems in Differential Diagnosis,
Newly Appreciated, and Controversial Issues." Modern Pathology 17.18 (2005): 1 —109.

LUwntuposaHmne no NOCT P 7.0.11—2011:
Oemypa, T. A., HukaHopoBa, A. B. F'epMUHOreHHble rOpMOH-NPOAYLMPYIOLLME ONYX0An ASUYHMKOB (0630p) [DNEKTPOHHbLIN pecypcC]

/ T.A. Oemypa, A.B. HukaHopoBa // DneKTpoHHOEe Hay4dHoe m3gaHue AnbMmaHax lpocTpaHcTBo M Bpemsa. — 2018. — T. 16. —
Boin. 3—4. DOI: 10.24411/2227-9490-2018-12071. CTtaumoHapHbIn ceTeBoW aapec: 2227-9490e-aprovr_e-ast16-3_4.2018.071.

GERMINOGENIC HORMONE-PRODUCING OVARIAN TUMORS (REVIEW)

Tatiana A. Demura, M.D., Sechenov First Moscow State Medical University, Professor at Academician Strukov Chair of Pathologi-
cal Anatomy
https://orcid.org/0000-0002-6946-6146
E-mail: tatiana-a-demura@j-spacetime.com; demura-t@yandex.ru

Alexandra V. Nikanorova, fifth year student at Sechenov First Moscow State Medical University
https://orcid.org/0000-0001-9188-9148
E-mail: alexandra-v-nikanorova@j-spacetime.com; nikanorovaalex@gmail.com

Germinogenic hormone-producing ovarian tumors are quite rare phenomenon (2-3% of all malignant tumors of the ovary), but
their early diagnosis is acutely urgent problem since these tumors differ in an asymptomatic course, large degree of malignancy, rapid
growth rate, early spread to nearby organs and metastasis, including metastatic spreading into visceral organs. Since in 2013, the
WHO revised its classification of germ cell hormone-producing ovarian tumors, we found it useful to make a review of researches in
this field, including both the most interesting works before 2013 and the most recent publications (like any scientific review, this one
required the use of problem, source and comparative analysis, as well as the classification method).

We wrote review of recent scientific literature based not only on the clinical course, but also on histological, molecular and im-
munohistochemical diagnostic tips, which are important for reliable diagnostics.

Thus, we have examined in detail the studies of monodermal teratomas (ovarian goiter and carcinoid tumors), immature germ cell
tumors (immature teratoma, dysgerminoma, choriocarcinoma, embryonic carcinoma) and malignant tumors of mixed germ cells, or
polyembryoma. For each type of tumors, we isolated and represent descriptions of tumor growth relationship with patient's phenotype
and, most crucially, molecular and immunohistochemical markers.

So, our review made it possible to attribute as key diagnostic methods not only morphological, but also immunohistochemical re-
search. In cases of hormonally active ovarian tumors, scholars give a high status to molecular diagnostics. Thus, the BRAF mutation is
crucial for ovarian goiter, staining for thyreoglobulin is positive in the cytoplasm of follicular cells, and for TTF-1 in the nuclei of tumor
cells. Chromogranin and synaptophysin are the most useful immunohistochemical dyes for detecting carcinoid tumors. In a quarter of
cases of dysherminomas, researchers detected c-KIT mutations, they describe CD117, D2-40 and placental alkaline phosphatase as
the main dyes. Sources indicate that choriocarcinoma is positively stained for hCG, keratin, hPL and inhibin, embryonic carcinoma is
positively stained for nuclear markers OCT-4, SALL-4 and SOX-2, as well as positive CK, PLAP and NSE, but negative for EMA.

This review allowed us to conclude that the minimal histochemical study is highly specific and sensitive, which makes it possible to
use it as the method of choice for the diagnosis of hormone-producing ovarian tumors. The use of such complex approach provides for
timely diagnosis, as well as assessment of the disease prognosis and possibility of disease-free survival.

Keywords: germinogenic ovarian tumors; hormone-producing ovarian tumors; hormonally active ovarian tumors; immunohisto-
chemical tumors markers for ovarian cancer; molecular tumor markers for ovarian cancer.
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