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Heiiposnooxkpunnvie onyxonu (H30) — smo cemepocennas epynna H080006pazosanuil, Komopwvle Hauboniee 4acmo
scmpeuaromes 6 opaamnax iceny0oyHo-Kumeuno2o mpakma (67.5%) u 6pounxonynvmonanvhou cucmemot (25.3%)
[1], oO0Hnaxo mozcym 603HUKamMb 6 n0OOM Opeane, GKIIOUAS JHCEHCKYIO PenpoOykmuguyio cucmemy. Ilepsuunvie
8b1COKOOUD pepenyuposantbie HeUPOIHOOKPUHHBIE ONYXONU AUYHUKOG (KapyuHoudwvl) cocmagnsiom oxkono 0.5—-5% om ecex
HD30 u menee uem 0.1% om ecex nosoobpazosanuii suunukos [2]. Ha cecoonsuunuii oenv HI0 AuunuKos nioxo uzydeHul,
3a nocieonue decsamuiemus ObLIU ONUCANbL OMOENbHbIE KIUHUYeCKUe caydau. Yaumuleas peokocms OaHHOU Namono2uu,
Hem omoenbHblX pekomeroayuil no nevenuro H30 auunukos, a makace npocnekmusHuix ucciedosanuil. B oannot cmamove
npedcmasnen 0630p IUMEPAmypHuIX OaHHbIX 3a nocaednue 30 nem, a makdice KIUHUYECKUL CIyuail 1eyenus nayueHmKu
¢ svicokoougepenyuposannoi HI0 auunuros ¢ ®I'BY « HMHUL] onxonoeuu um. H.H. Bnoxuna» Munzopasa Poccuu.

Kntrouegwie cnosa: netiposnookpuntusie onyxonu (H30), H08006pa308aHus AUYHUKOS, KAPYUHOUO AUYHUKOS.

HIGHLY DIFFERENTIATED NEUROENDOCRINE TUMORS (CARCINOIDS)
OF THE OVARIES

G.S. Emelyanova, S.G. Bagrova, A.A. Markovich, E.V. Evdokimova,
V.V. Delectorskaya, V.A. Gorbunova, E.V. Artamonova, R.K. Valiev, M.B. Nurberdyev

Neuroendocrine tumors (NETs) — are a heterogenous group of malignancies mostly occurring in digestive tract (67.5%)
and lungs (25.3%) but still can be found in any organ of the human body including female reproductive tract. Primary well-
differentiated ovarian neuroendocrine tumors (ovarian carcinoids, O-NETS) represent 0.5-5% of all NETs and less then
0.1% of all ovarian tumors. Ovarian NETs are poorly studied and only few multicentered retrospective analyses and indi-
vidual clinical cases exists. Considering the rarity of these malignancies there are no separate clinical guides for O-NETs
and neither prospective clinical trials. In this article we present literature review for the last 30 years and a clinical case of
the patient with well-differentiated O-NET treated in N.N. Blokhin National Medical Research Center of Oncology.

Keywords: neuroendocrine tumors (NETs), ovarian malignancies, ovarian carcinoid.

HUcTopuueckas cnpaBka

Heiiposnapokpunnsie onyxonu (H30) — ato
pa3HOpoOjHas IpyMia HOBOOOpPa30BaHWM, pa3BH-
BAIOIIUXCA M3 HHTEPOXpoMad(UHHBIX KIETOK
T Py3HOH HEUPOIHIOKPHUHHON CHUCTEMBI, pa3-
OpOCaHHBIX B PA3IUYHBIX OpPraHax M TKaHsAX [3].
Knerku auddys3Hoit HEHpOIHTOKPUHHON CHCTE-
MBI — 3TO TeTepOTeHHasl KJICTOUHAs MOIYJISAIHA,
KOTOPYIO OOBENUHSET CIOCOOHOCTh MPOIYIUPO-
BaTb OMOJOIMYECKH aKTHBHBIE aMHMHBI U HEHpo-
nentuasl. Takum oOpasom, HOO moryTt ObITH
NpeACTaBiIeHbl (PyHKIIMOHAIBHO WJIM CHMIITOMA-
TUYECKU aKTUBHBIMU ((PyHKIMOHUPYIOIKUMU) WIN
HE(QYHKLIHMOHUPYIOIIUMHU OITYyXOJISIMH.
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Hewmenknii naronoroanarom 3urdpus O6epH-
nopdep B 1907 r. mombITancs moapoOHO onucarh
CBOMCTBa JIaHHBIX HEOOBIYHBIX OIMyXOJjeil, oOHa-
PYXKEHHBIX UM B TOIIEH KHUIIKE, U BIEPBBIC BBEI
JUIS. HEX TIOHATHE «KAPUHUHOUT (T.e. TOXOXKHE
Ha kapumHomy). OH mumcan: «KapruHounnsie
OMYXOJM TOHKOW KHIIKH TMPEACTABISIIOT COOOM
HEOONbIINE THE3HBIC CKOIJIEHUS OJHOPOIHBIX
SMUTETMOUIHBIX KIIeTOK. OHH UMEIOT HEKOTOPOe
CXOJICTBO C KapIIMHOMaMH, OJJHAKO MEHEe CKJIOH-
Hbl K HMH()WIBTPAMU OKpPYXKAIOUIMX TKaHEH u
HE METacTa3upylT, MOITOMY MPEACTABISIOT
MEHBIIYI0 omacHOCTh» [4]. OmHako yxke depes
20 nmer B CBS3M C HAKOIUIEHHBIM OIIBITOM
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OOGepunopdep mepecmarpuBaeT Oojee paHHUE
XapaKTepUCTUKU KapLUMHOUIOB U OTMEYaeT MX
CITIOCOOHOCTHh METacTa3upoBarh [5].

Poccust Ob11a y HCTOKOB pa3BUTHS HAYKH O HEll-
POSHIOKPUHHBIX ommyXxoJisix: B 1897 roqy Hukomait
KoncrantnnoBuu Kympuniikwmii (1856—-1925), pabo-
TaBImii cHadana B Kponmranre, 3arem B Okcopze,
onucan 3>HTepoxpomMadGUHHBIE KIETKH, U3 KOTO-
peix pazBuBatoTcsi HOO xeiynouHO-KUIIEYHOTO
tpakta (OKKT). DTH KJIETKM TOTYYWIM Ha3BaHHE
«xnerok Kynpuunkoro» [6].

B 1966 1. 6putanckuii maTonoroaHaToM JHTOHU
[Mupc nokazan >HIOKPUHHYIO MPHUPOLY aprupo-
(UITBHBIX KIETOK M OOOCHOBAJI TPECTaBIICHUE
o muddy3HON HEMPOIHITOKPUHHON CHCTEME, KOTO-
pyto HazBan «AIlY] cucremoi»  [7].
BrnocnenctBun 3TH OMyXoJid NOJYYMIIM HAa3BaHUE
AIlY]lombl. B HacTosimiee Bpemsi TEPMUH «aIly10-
May» He HUCMOJIb3yeTCs, a UCTOPUUYECKUN TEPMUH
«KApUUHOWI» OCTABIICH B KJIaCCH(HUKAINH JIUIIh
JUIS. HEKOTOPBIX JIOKAJIM3ALIHA.

OO0HoB/ICHHAA KJIACCH(PUKAIUSA

HDH 2019 roga

MIPEKE YeM MEPENTH K pa3roBOpy O HEHPOIH-
JOKPUHHBIX OIyXOJISIX SIMYHUKOB, CTOUT paccKa-
3aTh 00 U3MEHEHUSX B KiIacCU(UKALUU HEHpPOdIH-
nokpuHHbIX Heornasuii (HOH), kortopeie mpowu-
sonuin B 2017 1, a 3arem B 2019 1.

B 2019 r. Bcemupnoit Opranu3zanueit 3apaso-
oxpanenus (BO3) Oblna omyOnukoBaHAa HOBas
yHHUBepcanbHas kiaccudukamnms omyxoneir KKT
W TemaromaHKpeaTHyecKou cucrtembl  [8].
OcHoBonosararomM MPUHIUIIOM 3TOM KJIACCH-
dbuxkanuu SABISETCS YETKOE pasrpaHUuYCHUE
Ha BBICOKOTU(PepeHIIMPOBaHHbIE U HU3KOTU(de-
peHIIMpOBaHHBIE HOBOOOpa3oBaHus. B HOBOIA
KJ1accu(UKaluy BIIEPBbIE MPEI0KEHO UCTIOIb30-
BaHUE YHHBEPCAJIbHOM /I BCEX JIOKAJIU3ALUN
TEPMUHOJIOTHUU «HEUPOIHIOKPUHHAS OIyXOJb)
U «HEUPOIHIOKPUHHAS KapLUHOMAa», U «HEUPODH-
nokpuHHas Heornazus» (HOH), obweaunstomas
3TU TNOHATHSA. MCHonb30BaBIIMIICS B NPEKHUX
knaccupukanusax ang HOO xemyaka U KHIIKHA
TEPMUH «KapIIUHOU» OOJIbIIE HE MPUMEHSIETCS.

Hcnonbs3oBanne yHHUBEPCAIBHON TEPMHUHOJIO-
UM TIO3BOJUT 4YEeTKO (hOpMyIupoBaTh IUATHO3
U OTpeJIeIIsATh CTETIeHb 310KauecTBeHHOCTH (Grade),
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HE3aBHCHMO OT JIOKaJIU3allii OMYyXOJIM B OpraHax
JKKT u renaronaHkpeaTndeCcKoil CUCTEMBI.

OcHOBHBIE TPHUHIUIBI HOBOW KiaccuduKa-
[UU:

1) Bce HOH pa3nenens! Ha 2 OCHOBHBIE IpyTI-
Ibl:  BBICOKOMU(dEepeHITUPOBAHHBIE HEUPOIHIO-
KpuHHbIE onyxoud, win HOO u HeliposHA0KpHH-
Hble KapuuHoMbl, unu HOK;

2) BeIcOKOIM (P epeHITUPOBAHHBIE OITyXOJIU BCEX
JIOKaJIM3aluid JeNsITCs Ha 3 MOATPYIIIbI: BBICOKO-
muddepennupoBanHas HO0 Grade 1, Beicokoaud-
depenumposannas H30O Grade 2 u Bicokomudde-
pernupoBanaas HOO Grade 3. OcHoBaHueM Jyis
omnpenenenus Grade SBIIETCS MUTOTUYECKAS U PO-
nudepaTuBHas aKTHBHOCTH KJIETOK OITyXOJIU (MUTO-
THYCCKUN MHACKC B uHeke Ki-67);

3) nm3koaudpepennnpoBannbie HOK nemnsites
Ha 2 OCHOBHBIE MOATPYMIBI: MEJIKOKJIETOYHAs
HOK u xpynHoknerounas HOK. «Grade 3» mus
o6o3nauenuss HOK Gomnblie He UCTIONB3yeTCs, T.K.
OHH TI0 OTIPEJICIICHUIO SBIISIOTCS HU3KOAUPhEpeH-
MpOBaHHBIMHE omyxossimu, Grade 3.

4) B xnaccudpukanun HOO Takke BbIFCICHA
KAaTeropusi CMEIIAHHBIX HEHUPOIHAOKPUHHO-HE-
HelposHIoKkpuHHBIX Heorutasuii (MiNEN), B koto-
pPBIX KaXAblH M3 KOMIIOHEHTOB COCTaBJIsET
He MeHee 30% TKaHu OIyXOJu.

Bcnen 3a usmenenusimu B kinaccugukammm H30
KKT u IDK BO3 B 3TOM rojy BHEC/Ia U3MEHEHUS U
B Kkiaccuduxammro HOH keHckoil pemnpoayKTHuB-
HOU cuctembl. B Mopdonoruueckoii kiaccuduka-
muu BO3 2020 . HOH omnumcansl B OTOENLHONI
I71aBe, a HE B pasjiesax, MOCBAIICHHBIX OTACIbHBIM
opraHam, 3a UCKIJIFOYUEHHUEM SUYHUKOB, I7Ie TEPMUH
«KapIMHOU I MPOJOJIKAET UCIIOJIb30BaThes [9].

Mopddosiornueckas Kiaaccupuranus

HePOIHIOKPUHHBIX OITyXO0JIeil

ANYHUKOB

BIICPBbIC KAPIIMHOUIHBIC OIMYXOJIH SUYHUKOB
ornucal aHIIMHACKUA maroMopdosor CTIapT B Kyp-
Hasne Pathology B 1939 rogy. OnuceiBas KIMHUYE-
CKUH cIy4aif, OH JeJlaeT OYEeHb BaKHYIO CHOCKY:
«Tepmun  «KapyuHOUO» AGNAEMCA YCMAPEBUIUM.
3nauenue  0obpoxauecmeeHHOCMU — 8800UM
6 3abnyxcoenue u HedeszonacHo. Bonvuuncmeo
3ape2ucmpupoOBaHHbIX CIyuaes AGNIAI0MCA MECHHO-
PACMpPOCMPAHEHHBIMU, HO CeUYac ONUCAHO MHO2O0
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Cyuaes Memacmazupo8anusl U 1emanbHuIX UCX0008
ecneocmsue amoz0 muna onyxoneil. Takue onyxonu
OO0JIJHCHBL HA3LIBAMCS APeeHMAaPOUHHBIMU Kapyu-
HOMamuunuKapyuHomamuuzkiemok Kynvuuyrkozo. ».
D10 TO, 0 yem rosopun OOGepHaopdep eme
B 1928 ronmy. Ho, kak BuguTe, 10 CUX MOpP A0 KOHIIA
OT ATOTO TEPMUHA MBI H30ABUTHCS HE MOYKEM.

KapruHou SSMMHUKOB SIBISETCS BBICOKOIM (-
(bepeHINPOBaHHON HEWPOIHTOKPUHHOMN OIyXO-
aer0 (HD0), mo Mopdonorudeckoir CTpyKType
HanomuHaromeir H230 XKKT. Ilo pa3nuunbiv gan-
HbIM  KAapUUHOUIbl SHUYHUKOB COCTaBISIOT
ot 0.1-2% ot Bcex HOBOOOPa30BaHUI IUYHUKOB.

Haubonee wactble TUCTONOrMYECKHE MOJTH-
TIbL:

e HCcynsapHbIN KapuuHOua — Haubomee pac-
MIPOCTPAHEHHBIN OITHUII, IPOUCXOIAIINN U3 CPel-
Hel kumiku (midgut), MOXET OBITh aCCOIIMUPOBAH
CO 3pesou KHUCTO3HOM TeparoMoi. Takxke MOxKeT
pa3BUBATLCA BHYTPU COJNHMIHOW TEpPaTOMbl WM
BMECTE C MYIIMHO3HOM OITyXOJIbIO SIMUHUKOB, OITY-
xonpt0 U3 kietok Cepronu-Jleliaura. Paszmepsl
OMYXOJIM MOTYT BapbUpPOBaThb OT MHUKPOCKOIHYE-
ckux 10 20 cM, Kak MpaBUjIO, 3TO COJUAHBIE,
TOMOT€HHbIE, YHUJATepalibHble omyxonu [10].
B 40% cnyuaeB manmueHTKH OyIyT UCHBITHIBATH
KapIUHOUIHBIA CHHIPOM (KApIUHOUIHBIA CHH-
JpOM, KaK MpaBUJIO, aCCOLMHPOBAH C OONBIIUM
pa3zMepoM nepBUUHOI onyxonu (>7 cm) [11];

e TpabGexkynsapHbI KaplUUHOWA — BTOPOH
[0 PacpOCTPAHEHHOCTH MOATHUIIL, UMEET CXOAHOE
CTPOEHHUE C ONYXOJISIMU 3aJHEW U NTEPEIHEN KUILIOK
(hindgut, foregut). Pa3mepsl Takke BapbHPYIOT
oT 4-25 cM, B OCHOBHOM DPa3BUBAIOTCA yHUJaTe-
panbHO, HO WHOTNA MOTYT OBITh aCCOLMHUPOBAHBI
CO 3peNiof TepaToMON KOHTpPAJaTepajbHOIO SIMY-
HUKa. MOXeT OBITh aCCOIMMPOBAH CO CKIIOHHO-
CTBIO K KOHCTHIIALIUM B CBSI3UW C AHOMAJIbHBIM
BbIZicieHMeM menTtuaa YY (menTu] TUPO3UH-
TUPO3UH — IENTUIHBIM FaCTPOUHTECTUHAIbHBIN
TOPMOH, OJIHUM M3 CBOMCTB KOTOPOIO SIBJISIETCS
camxenue nepuctanstuku JKKT) [12];

e CTpyManbHbI KapLUHOUJ — PEAKUM cMme-
LIAHHBIM TOJATHII, MPEACTABIECHHBIA TKaHAMU
IUTOBUIHON KeJIe3bl W HEWPOIHITOKPHUHHBIM
KOMIOHEHTOM. MOXeT XapaKTepu30BaTbhCs
CKJIOHHOCTBIO K KOHCTHUIALMM B CBSI3U C aHO-
MaJbHBIM BbIZCJIeHHEM Tmentuaa YY (menTun
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TUPO3UH-TUPO3UH — TENTUAHBIA TacTPOUHTE-
CTHHAJIbHBIN TOPMOH, OJTHUM M3 CBOMCTB KOTOPO-
ro sBisieTcs cHkeHue nepuctanabTuku JKKT)
[13]. BONBIINHCTBO CTPyMabHBIX KapIIMHOMIOB
XapaKTepU3yTcs OJaronpusiTHBIM HWHJIOJEHT-
HBIM T€UEHHEM M MOTYT OBITb M3JI€UEHbI TOCPEI-
CTBOM OO(OPIKTOMHUHU, OBIIO OMUCAHO JHUIIb
HECKOJIBKO INCCEMUHUPOBAHHBIX ciy4daeB [14];

e MyIMHO3HBIN KapIUHOU — JOJIKEH OBITh
nuddepenuupoBan ot omyxonu Kpykenbepra
(MeTacTaTU4eCcKoe MOpaKeHHE SUYHUKOB OITy-
xonei JKXKT). B ciaydyae MynMHO3HOIO Kapuu-
HOUJIAa CJEAYET BBHINOJHATH AaNNeHIIKTOMHUIO,
YTOOBI UCKJIIOUUTH 00JIee 4acTO BCTPEUAIOIIHI-
Cs IEPBUYHBIN MYIIUHO3HBIN KapLIMHOW/ alleH-
JIUKCA.

KaprmHou SMYHUKOB MOXET pa3BUTHCS de
NOVO WU K€ MOXET OBbITh aCCOLMUPOBAH C pas-
BUTHEM MOHOZepaMaibHON TePaTOMBbI, Pa3BUBAIO-
nieiicss U3 HEMPOIHIOKPUHHBIX KIJIETOK SMUTENUs
UHTEPCTULHAIBHOTO THUIIA 3pEJIOW KHCTO3HOU
TeparoMbl. [1lo maHHBIM OONBIIOTO cHUCTEMaTHYe-
CKoro 0030pa, BKJIHOUHMBIIETO 329 MalueHTOB
¢ HO0 sununukos, B 43% ciaydaeB omyxonib Oblia
MIPE/ICTABIICHA KapIUHOUAOM SIMYHUKOB, B 57%
Obla acCcOIMMUpPOBaHa ¢ TepaToMou [15].

Kiterounbiii HUMMYHO(EHOTHIT

OOJBIIMHCTBO KAPLUUHOUAOB SIMUHUKOB HMHCY-
JISIPHOTO TOJTHIIA TIO3UTHUBHBI [0 OCHOBHBIM Map-
KepaM HEeHpPOIHIOKPUHHBIX omyxonel (Xpomo-
rpanuH A, Cunantodusun, CD56). TpabekynspHbie
KapIMHOM/IBI TaKe MO3UTUBHBI 110 JAHHBIM Map-
KepaM, OJHAKO MOIYT ObITb XpPOMOTpPaHUH
A-HEraTUBHBIMU, YTO MOXKET OBITH MPOOIEMOi
B U depeHInanbHON TUarHOCTUKE C OMYyXOIsIMU
3 kierok Cepronu-Jleliaura, KoTopble Tak ke
MOTYT UMETh TPaOEKyJIIpHOE CTpOCHHUE (OIMyXOJH
u3 kierok Cepronu-Jleiinura oOBIYHO TOTOXKHU-
TEJbHbl B OTHOIICHUU TaKUX MApPKEPOB KakK
WNurubun, Kansperunun, Ilankepatun AE1/AE3
u HeratuBHbl N0 CuHantoQu3uHy, B OTIMYUU
0T TpabeKyaspHbIX KapuuHouaoB). Kak mHCymsp-
HBIM, TaK 1 MYLIMHO3HBIN KapLUHUHOW/IbI YACTO MO3H-
tuBHBI 10 CDX2. Kak uHCyssipHBIN, Tak u Tpade-
KYJSpHBIA KapUUHOUABI OOBIYHO TO3UTHUBHBI
no CK7 wm meraruBabl mo CK20. U nHaobopor,
MYIMHO3HbIe KapiuHOU 161 4acT0 CK20-1103UTUBHBI
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n CK7-neratuBHbl. C ydeToM MOPQOIOTHIECKOM
MIPUPOJBl CTPYMAIBHOTO KapLMHOMIA HEWPOIH-
KOKPUHHBIM KOMIOHEHT JaHHBIX OIyXOJeil Mo3u-
TUBEH 10 HEUPOIHAOKPUHHBIM MapKepaM, a KOM-
[MOHEHT U3 TKAHEH LIUTOBUIHOMW KEJE3bl MO3UTHU-
BEH 10 THPONIOOYIMHY M THUPOUIHOMY TpaHC-
KpunuuoHHoMmy ¢daktopy (thyroid transcription
factor, TTF1) [16]. Ho, k coxxaneHuto, IMMYHOTU-
CTOXMMHUYECKHI METOJ 4acTO HE TIOMOTaeT OTJIH-
YUTh MEPBUYHBIA KapIUHOWJ SUYHHUKA OT MeTa-
crtazoB HOO napyrux nmokanuzanuii. CTOUT 3amo-
JIO3pUTh METACTaTHUYECKOE MOPAKEHUE SIMYHUKOB
IIPU YCJIOBUU JIByCTOPOHHETO Ipoliecca, opaxe-
HUSl OpPIOLIMHBI, OTCYTCTBUS KOMIIOHEHTA Teparo-
MBI WU TIPU HAJIMYUU JTUM(OBACKYISIPHON HHBA-
3um [17]. 1-neTHsis yacToTa BBLKMBAEMOCTH MPHU
METAaCTaTUYECKOM KapLUUHOUE SUYHUKOB COCTaB-
asieT okono 65%, S-nmetHsisi — oxono 25% [18].
B naunbonee KpymHOM cHcTeMaTHYeCKOM 0030pe
329 cayuaes HOO snuynukoB B 43% ciyuaes
HaOJIIOAJICsl UCTUHHBIA KapUUHOUJ SUYHUKOB U
B 57% ciiy4aeB KapUUHOMJ SUYHUKOB OBbLI acco-
LMUPOBaH ¢ TeparoMoil. MIcTHHHbBIE KapIIMHOUIbI
SIMYHUKOB OTIUYAITUCH OONBIITUM pa3zMepoM (8.9 cm
poTuB 4.5 cM), a TaKKe B CIIly4ae UCTUHHBIX Kap-
LIMHOMJIOB YacTO HaOJII0AAIMCh METAaCTaTUYeCKUe
ciydau Ooneznu (22.1% mnpotuB 5.8%), B TOM
quClIe Cly4au MeTacTa3upoBaHus B ieueHs (15.0%
npotuB 2.1%), Taxke yanie HaOMIOIAICS Kapiu-
HOUAHBIN cunapoM (22.9% mnpotuB 13.8%),
U OTMeuYeHa Xyauas S-TIeTHSsS BBDKUBAEMOCTH
(84% npotus 93.7%) [19].

benok Ki-67 — mapkep arpecCUBHOCTH OITy-
XOJI¥, aCCOIIMUPOBAHHBIN ¢ KJIETOUHOU Tpoude-
panueii. Ki-67 siBaseTcss OCHOBHBIM ITOKa3aTelIeM
B Mopdonornyeckot knaccupuxkanuu BO3 HOH
racTpOIHTEPONaHKpEAaTUUECKOU CHCTEMBI.
HNunexc Ki-67 gacTo He OlICHUBAETCSI B HEHPOIH-
JTOKPUHHBIX OIYXOJSX >KEHCKOH MOJ0BOM cucTte-
Mbl. OIHAKO JTaHHBIN MMOKA3aTeIb MOXKET [TOMOYb
B MOA0OpEe JUArHOCTHYCCKUX HWHCTPYMECHTOB
(mammpumep, Oxkrpeockan unu 68Ga-DOTATOC/
PET/CT npu Ki-67 < 30% unu pyTHHHBIE METO-
abl Buzyanuszanuu mnpu Ki-67 > 30%), a taxxke
B BbIOOpe TakTUKU JjieueHus (Hanpumep, PRRT
WM Ha3HayeHue Oosee WJIM MEHee IasiinX

PEKUMOB XMMHOTEPAITUHU B 3aBUCUMOCTH OT YPOB-
us Ki-67) [20].
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OO01ue JaHHBIE [0 HY0 ANYHUKOB

Haunbonee kpynHbBIH pPEeTPOCHICKTUBHBIA aHa-
U3  UCccleAoBaTeseil OHKOTMHEKOJIOTHMYeCKHUX
OTACIICHUM KIMHUKH IIpU  YHHUBEPCUTETE
3npaBooxpaHeHus Imrara [leHCWIBBaHWU U
Bricuieil mkojgbl MEIUUIMHCKUX HAyK uM. Beins
Kopuemna, CIIA, Bxmtounn 588 manueHTOK
C TUCTOJOTHMYECKH IMOITBEPKICHHBIM JHATHO30M
KapruHouaa sudHUKOB. CpelHuil BO3pacT Marm-
eHTok cocraBuia 51.5 mer (< 1-90 ner), B 6oiib-
IIMHCTBE CBOEM, Bce ObUIM 0e3 yrposkaromiein
conyrcTBytoueid maronorun  (83.8%). [usa
559 nmanueHTOK ObUTH JOCTYITHBI IAHHBIC O CTAIN-
poBanuu: 492 (88%) mnamumentok c¢ | craaueit
u 67 (12%) c II-IV cragusmu 3a0oneBaHuUs.
Cpenuuii pasMep TMEpPBUYHOTO O0Opa30BaHUS
(n=461) cocrasun 3.8 cMm (ot 0.1-45 cm), a mopa-
KeHue JTUM(aTuuecKux y3J0B ObUIO BBISBICHO
y 11 w3z 131 namuentku (8.4%). IlanuenTtku
¢ Oonee MPOABUHYTHIMU CTAIUSMU MUMEIU OOJb-
IMHI pa3Mep NEPBUYHON OITyXOJIH, COOTBETCTBEH-
HO (B cpemHeMm 7 cm mpotuB 3.2 cM, p < 0.001).
AOGCoII0THOE OONBIIMHCTBO OMyX0JeH ObLIN OTHO-
ctopoHHUMHU (95.5%, 554/580). Takxke y 234 manu-
EHTOK Obul OlleHEeH ypoBeHb Mapkepa CA-125,
y 65.8% CA-125 6b11 B npenenax pedepeHCHbIX
3HaueHuH. Y nanueHTok ¢ I cragueit HOO ssmynn-
KOB B 55.2% (249/451) cnyuaeB BBINOJIHAIACH
ructepakromusi u B 50.5% (213/422) ciyqaeB nBy-
CTOPOHHSISI CaJIbIIMHIO-OBAPUOAKTOMHUSA, B TO
BpeMsi Kak ITuMQOIUCCEKIUs ObUIa BBIMOIHEHA
B 19.1% (94/492) cnyuaes. Kpaiine penko y namm-
eHTOK ¢ [ crammell mpoBOAMIIaCh aJbIOBaHTHAs
tepanus (1.1%, n<10) u B 23.8% (15/63) — c 1I-IV
craausimMu. CpeqHsisi MPOAOKUTENBHOCTh HA0IIO-
JeHus coctaBuia 66.43 mecsma (95% J: 61.57—
71.3). Hamuentku ¢ [ cragueit H3O suunnkoB
(n =432) uMenu Ty4mIyr o0y BEDKHBAEMOCTh
(OB) 1o cpaBHEHHMIO C TAIMEHTKAMHU ¢ OoJiee TIpo-
IBUHYTHIMU cTaausmu (n = 53), p<0.001; 5-netHss
OB cocrtasuna 95.1% u 50.9%, cOOTBETCTBEHHO.
Jlns manMeHToK ¢ paclpoCTpaHEHHBIM IPOILIEC-
COM, ITPOLIEIIINX XUPYPruuecKoe JIeUeHHEe, Ha3Ha-
YeHHE XUMHOTEPANuu He OBbLIO acCOIMHPOBAHO
¢ Oomnee BbicokuM mokazarenem OB, p = 0.093;
OB s mamuenTok, monydaronmx (n = 12) u
He nonyvatomux (n = 37) XT cocrasuna 31.74
1 89.95 mecsiieB, COOTBETCTBEHHO. J1J1s1 MaliieHTOK

17



OHYXOHM npagarkoB MaTKu

c | crangueii 3a0oneBaHusi, KOTOPbIM ObLIa IIPOBE-
neHa (n = 221) niam He 6bpu1a IpoBeaeHa (n = 175)
ructepakTomMusi OB Opl1a conmocraBuMma, p = 0.65;
5-netass OB cocraBuna 95.1% u 95.9%, cooTBeT-
cTBeHHO. [Ipu pazmepe nepBUYHON OITyX0IHu >4 cM
(n=171) OB 0pla HIKE MO CPABHEHUIO C TAIIH-
E€HTKaMH C pa3MepoM MEPBUYHOIN OMyXOIH MEHee
4 cMm (n=199), p=0.028; 5-nerusst OB cocrasuia
92.4% u 97.3%, coorBeTcTBEHHO. He ObL10 OTME-
4yeHo pa3HuIlsl B OB y manueHTok, KOTOphIM ObLTa
BBITIOJIHEHA (n = 82) miau He ObUIa BBHITIOJIHECHA
(n = 350) mumdonuccekuust (p = 0.57). Takum
00pa3zoM, MOXHO cJieJaTh BBIBOJBI, YTO KapIIMHO-
U] STMYHUKOB BCTPEYAETCSl B OCHOBHOM y TallMeH-
TOK B MEpUOJ MEPUMEHOMNay3bl, B OOJBIIMHCTBE
clly4aeB JaHHOe 3a0olieBaHuE orpaHudmBaetcs |
CTaJIUEH, U MALMEHTKU UMEIOT OTJIMYHBIN IPOTHO3
U YpOBEHb BBDKHUBaeMoOCTH 10 95%, ocoOeHHO,
Py MaJeHbKOM pa3Mmepe omyxonu. Jlms Takux
MalMEeHTOK COXpPAaHEHHE MAaTKh M BBINOJHEHHE
OJTHOCTOPOHHEW  CaJbMUHTO-OBAPUOIKTOMUU
He OBLJIO acCOIMUPOBAHO C XYLIeH BBIKHBAEMO-
cThio [21].

PanukanbHBIM METOIOM JieUeHUsI BHICOKOIHU (-
(hepeHIIMPOBAHHBIX HEUPOIHTOKPHHHBIX OITyXO-
JIeH SIBIISIETCA XUpyprudeckuil. [lutopenykTuBHbIE
orepaiyy Jjs YMEHbBIIEHUS OIyXOJIEBOM Macchl
O0COOCHHO aKTyaJdbHBI IPU TOPMOHOIIPOAYIIUPYIO-
X omyxoyisax. Mcnonb3yroTcsi TakKe METOIbI
nokainpHOTO BO3aeucTBus: PUA, XDO. B cmydae
HEHPOIHAOKPUHHBIX OMYXOJIed C MPOSBICHUSIMU
«KapLMHOMJIHOTO CHHApPOMa» TNepell olepauuen
MarueHTKaM cieayeT HasHadaTh OKTpeoTun
KopoTkoro aeiictBus 150 Mr 3 pasza B CyTKH ISt
MPpEIOTBpAIIECHUS KapIIMHOMHOTO Kpu3a [22].

B GonpimnHCTBE Cily4aeB MEepBUYHBIE KapIlu-
HOUJIbl SIMYHUKOB SIBJISIOTCS CIy4YalHOW JTHArHO-
CTUYeCKOW Haxoakoi. OgHako (QyHKIIHMOHUPYIO-
1€ OIMYXOJIN MOTYT MaHU(ECTUPOBATH C KapIlH-
HOMAHOro cuHapoma. KapuuHOMIHBIA CHUH-
JIPOM — COCTOsTHUE, 00y CIIOBICHHOE N30BITOYHON
CeKpelueil cCepoTOHNHA U IPYTUX OMOJIOTUYECKU
aKTUBHBIX BellecTB (OpaJWKMHUHA, TUCTAMUHA,
MPOCTAraHANHOB, PA3TUYHBIX MOJUIEITHTHBIX
TOPMOHOB U JIp.), KOTOpPbIE€ B pa3IUYHBIX cOoueTa-
HHSX MOTYT BcTpedarbest mpu H20. B ocHOBHOM
XapakTepu3yeTcsl MOKpaCHEHUEM KOXU (ropsuune
MIPWIKBEI), CIAa3MaMH B KUBOTE, quapeeii, OpoH-
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XOocCmasMoM, IepenagaMu apTCpuaJibHOroO JAaBJIC-

HUS U TIP.
[pO3HBIM OCIOXXHEHHEM JaHHOTO CHHApPOMA
ABIIIETCSl MOPAKEHUE KIIAMaHOB Cepllla — TaK

Ha3bIBAEMOE «KAPLUUHOUTHOE CEPILE», KOTOpOe
XapaKTepU3yeTcss CTEHO30M WM HeIO0CTaTOYHO-
CTBIO TPEXCTBOPYATOTO M JIETOYHOTO KJIAaHOB,
¢ubpo3oM 3HIOKAp/IA, HEIOCTATOYHOCTHIO Ipa-
BBIX OTJIEJIOB CEplla, B PEIKUX CIIydasX MOBPEX-
JAIOTCA MUTpPAJIbHBIA W AOPTaJbHBIA KJIallaHBbI.
Kapunnonnoe cepaue Bcrpevaercss y 60% manu-
€HTOB C KapLUMHOWMJHBIM CHUHIpoMOM [23]. Omo
SBIISUIOCHh OJIHOM M3 OCHOBHBIX INMPUYUH CMEPTU
1o Havasia mpumeHeHus AC B 80-X romax mpormio-
ro Beka. Y MaIlMEeHTOK C HEHPOIHIOKPUHHBIMU
OMYXOJSIMU SIMYHUKOB TOPMOHBI CEKPETHPYIOTCSA
HanpsIMyl0 B CUCTEMHBIM KPOBOTOK IMOCPEACTBOM
HWDKHEH TTOJION BEHBI (MPaBbIi SMYHUK ) MITH TTOYEY-
HOM BeHbI (JIEBBIH SIMYHUK), MUHYS MOPTAIbHYIO
cucremy [24].

B ciyuyae nokain30BaHHOTO OJHOCTOPOHHETO
MOPKEHUS SUYHUKA BhICOKOAU(GEpPEHIIMPOBAH-
HOW HEUPOIHIOKPUHHOM OITYyXOJIbI0, BEPOSITHO,
BO3MO)KHO BBITIOJTHEHUE PE3EKIMH SIMYHUKA HWIH
OJTHOCTOPOHHEH OBApPUIKTOMUS ISl COXPAHEHUS
penponykTuBHOM (yHKuu. [lpu wHCYIsIpHOM
U TpaOeKyasipHOM MOATHUIE KapIMHOUAOB Omepa-
[USMU BBIOOpA SIBISIFOTCSI JABYCTOPOHHSIS aJTHEK-
COKTOMUS B TUCTEPIKTOMHUS, BO3ZMOKHO 00CYXKJIe-
HUE [IUTOPEIYKTUBHBIX ONEpaLUi IPHU SKCTPAOBa-
pHAIBHOM pacrpocTpaneHuu. [lanueHTku ¢ My1u-
HO3HBIM KapLUHOUJOM MOTYT HYKJIaThCsl B OMEH-
TOKTOMUU U TapaaopTaIbHOU JUMQOIUCCEKIINH,
TaK Kak JaHHbIE OMYXOJIH HMMEIOT TEHJICHIUIO
K JuMQpOTeHHOMY pacmpocTpaHeHuto [25].
CornacHo pexomeHganusM EBpormeiickoro oOrie-
ctBa 1o jgeuenuto HOO, BeiOop 00beMa onepanuu
npu HOO 3aBucut ot craguu, Bo3pacta O0IHHOM,
MPOSIBJICHUN «KapIIMHOUJIHOTO CUHIIPOMAay, U 0JI-
JKEH OOCYXHAaThCid Ha MYIBTHIUCHUTUTHHAPHOM
KOHCUJILYME.

IToCKOBKY OTIOENbHBIX PEKOMEHIAIUNA 10
JICYCHUIO KApUUHOWJIOB SIMYHUKOB HET, MBI JKC-
TPanoJupyeM PEKOMEHIALNH 110 JIEKAPCTBEHHOMY
nedyenuto pacnpoctpaneHHbix HOO XKKT u ITK.
[Tpu BeIcOKOMMPhepentupoBanHbIx HOO ocHOB-
HBIM TpenapaTtoM | JTUHUM SBISIOTCS aHAIOTH
comaroctatuHa (AC): OKTpeOoTH]I U JIAHPEOTH.
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AntunponudeparuBubii d3ppext AC ObLT 10Ka-
3aH B JIByX PaHIOMH3UPOBAHHBIX KIMHUYECKUX
uccienopanusix PROMID u CLARINET. Ilpu
MPOTrPECCUPOBAHUN PEKOMEHAYETCS MOBBIIICHHE
no3sl AC, nubo no0aBieHNe TapreTHOM Tepanuu
3BEPOIMMYCOM WM CYHUTHHHOOM. DBepoianmyc
3apeructpupoBan ais jgedeHus HOO Bcex noka-
JU3aIUil, CyHUTUHUO — TOJBKO IS MTOJIKETyI04-
HOM KeJe3bl.

B oTHomeHuun XxuMHOTEpanuu, OHa PEKOMEH-
noBaHa Toibko mpu HOO G2 u G3. Ilpuuem,
peXHMBI C MPUMEHEHWEM LHUCIUIaTHHA U Kapbo-
IJIaTHHA, SIBJISIONIMECs CTaHAapTOM IEPBOM JIMHUU
JUISL JICUCHHUS] MEJKO- U KpynHokieTouHbix HOK,
He pekomeHayroTcs mis Jedenus HOO G3.
[TpuMeHsITOTCS peKUMBI M UCIIONIb30BaHUEM (PTOP-
MUPUMHUJIMHOB, CTPENTO30IMHA, TEMO30JOMH/IA.
Crannmapts Il muHIM XUMUOTEpanuu He pazpado-
TaHbl, PEKOMEH/IOBaHbl CXEMbl Ha OCHOBE TaKca-
HOB, aHTPAIMKIWHOB, UHTHOUTOPOB TOIOU30ME-
pa3bl. A Takke PEKOMEHJyeTCsl BKIIIOUaTh OOJb-
HBIX B KJIMHUYECKHUE UCCIIeI0OBaHUSI.

Kimmanueckui ciay4yait

[Ipencrasnsiem BalieMy BHUMAaHHUIO KJIWHUYE-
CKO€ HaOIoIeHHEe JeYeHUS] MOJIOAON KEHIIUHBI,
CTpaJaronieil KapliMHOUAOM SUYHHKA.

[Namentka A., 1988 roga poxxnenust. C 2016 roga
HaOJII01a7ach ¢ MHOMOM MAaTKH, TOTAa K¢ ObLIO
BBISIBIIEHO 00pa3oBaHUWE MPaBOTO SHUYHUKA.
ConyrctBytomnue 3aboneBanus: GuOpPO3HO-KUC-
TO3Has MacTONaTHs.

e Y3U opranoB masnoro taza or 16.07.2016 r.:
IO 3aJTHEH CTEHKE B HWKHEU TPETH B 00JIaCTH Tiepe-
1ielika — MHCTEPCTUIIATIbHO-CYOCepO3HbIi MUOMa-
TO3HBIN y3en 50x40 MM, HEOTHOPOIHOM CTPYKTYpHI
¢ KpoBoToKoM. ITo mepenHeil creHke — MHCTepCTH-
HATBHO-CYOCEPO3HBIH  MHOMATO3HBINM  y3€ll
20x15 mM. TlpaBblil suyHUK pazMepamu 44x21 mwm,
PAcCIONOKEeH THITMYHO, KOHTYPBI YeTKue, 00pa3oBa-
HUE TIOBBIIICHHOW 9XOT€HHOCTH, pa3MepaMu
23x16 MM, KOHTYypbl 4yeTkue, KpoBoTok mpu [IJIK
peructpupyercs. JleBplii ssmuHuK 31X23 mm, pacno-
JIOKEH THUIIMYHO, KOHTYpPhl YETKHE, CTPYKTypa
HE M3MEHEHA. 3aKJIIOYEHHUE: SXO-TPU3HAKH MUOMBI
Mmarku. OOpa3oBaHUE MPABOTO IMYHUKA.

B 2017 rony nactynuna GepeMeHHOCTh, KOTO-
pas mpoTekasa C OCJIOKHEHHUSMHU (MaJoBOIUE).

OHkoruHekosorus N° 12021

B depane 2018 . — pomsl myTeM Kecapesa cede-
HUs (peOEHOK POIUIICS C MHOXKECTBEHHBIMH TIOPO-
KaMu, BKJIrouas Spina bifida, ymep B TOT e J1eHB).
bonbHas Obl1a mox HaOMIOIEHUEM B TEUEHHE TOfa.
C despaist 2019 rona nosBUIKCH >KaI00bI HA OLTY-
HIeHUs ’Kapa, MOTIUBOCTh. bblla Ha3HaueHa Tepa-
nus bycepenunom. IlmanupoBanachk omnepanus
no ygainenuto muoMbl Matkd. B I'BY3 «OKby»
r. CaparoB B anpene 2019 — BwINoNIHEHA Janaro-
pomusi, ObLTM MHTPAOIIEPALIMOHHO BBISBICHO OITY-
X0JIeBO€ 00Opa30BaHKE B MPaBoOM ssuuHuke 1-1,5 cm,
cIpaBa B 3a0pIONIMHHOM IPOCTPAHCTBE MaJiOTO
Taza (mapameTpun) — oOpa3oBaHue 7-8 CM.
YuuTeiBasg KpailHIOI 3aWHTEPECOBAHHOCTH Mallv-
CHTKH B PEMpOAYKTUBHOW (YHKIMH, OMeparus
OTpaHUYWIACH YAAJICHUEM MHOMAaTO3HOTO Y3Ia,
Ouoricuen OmyXoiu, pe3eKIuel MpaBoro SMYHUKA.

e [lo ngaHHBIM IIUTOJIOTUYECKOTO HCCIEH0-
BaHUs, MMOI03PEHIE Ha TPAHYJIE30KJICTOYHYIO OIy-
x0nb. 110 TaHHBIM THCTOJIOTMYECKOTO HCCIe0Ba-
s (I'bBY3 «OKb» 1. Caparos), nuskoauddepen-
LUPOBaHHAs CEPTOIH-ICHIUTOKIETOUHAS OITYXO0JIb
SAUYHUKA C METAacTa3aMU B Mallblif Ta3.

e JTo manasiM MI'X mccnemoBaHusl B KIIMHUKE
PMAHIIO, UMMyHOpEHOTHUIT COOTBETCTBYET HEMl-
POSHIOKPUHHOMY HOBOOOPa30BaHUIO THUIIA TIPUMU-
TUBHON HEWpO3KTOAepMaIbHOU omyxonu. C yue-
TOM KJIMHHYECKUX JaHHBIX (HOBOOOpa3OBaHUE
BBIXOJIUT U3 SIMYHUKA), MOXKHO AyMaTb O MOHOJIEP-
manbHoi Tepatome (PNET) smunuka. Ki67 = 15%.

[TarmmenTka HanmpasieHa B HMUL] onkonoruu
H.H. brnoxuna mist onpenesieHus TAKTUKU Jajlb-
Henero JyiedeHus. llpu nepecMorpe rucTosoru-
YECKUX IMpernaparoB — BBICOKOIUDPepeHITHpo-
BaHHasl HEUPOIHJOKPUHHAS OIyXoib G2, mpenumy-
HIECTBEHHO MHCYIISIPHOTO CTPOEHUSA, OJHAKO,
BCTPEUAIIUCH YYACTKH TPAOEKYJISIPHOTO CTPOCHHUS.

Takum 00pa3oM, MaIlMEeHTKE B 3-X Je4eOHBIX
YUPEXKICHUAX YCTaHOBICHO 4 MOP(OIOTHUECKUX
JIMarHo3a. 9To TOBOPUT O TOM, UTO YCTaHOBIICHHE
TAaKOro JHMarHo3a TpeOyeT BBICOKOM KBalu(uka-
u Mopdosiora u, 6€3ycI0BHO, OTBITA.

e [Io magaeiM MPT OMT ot urons 2020 roxna,
o0beMHOE 00pa3oBaHME IOJOCTH Majoro Tas3a
cieBa M B 3agHeM JlyrmacoBoM MpOCTpaHCTBE
B BHJIE KOHIVIOMEpara, B KOTOPbI BKIIOYEHA 3a/IHSS
CTEHKa IIIEHKN MaTKU C MHBa3KeH Ha BCIO €€ TOJIILY,
TECHO TPUMBIKAET JIEBBI SIMYHMUK, BKJIFOUEHHBIN
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Onyxosin NpuaaTKoB MaTkKu

Puc. 1. T'ucmonoeuueckue u UMMYHOSUCMOXUMUYECKUE OCOOEHHOCMU KapyuHououot onyxonu suunuxka (HOO G2).
a. Yuacmru onyxonu uHCynisipHo20 cmpoenusi; 0. Yuacmxu onyxonu mpabekyisipno2o cmpoenusi; 8. JJupysnasn u unmen-
cusHasl Kcnpeccusi xpomozpanuna A 6 kiemxax onyxonu, 2. Hmnoexc nponughepamuenoil akmugnocmu Kiemoxk Onyxoiu
Ki-67 cocmasnsiem 6 «hot spotsy 7%. a. 6. — okpacka eemamoxcunun-303unom, yeeauyenue 400x, 200x. 6. 2. UI'X uccnedo-
sanue, 10pa Kiemox dokpautenvl cevamorcununom Maiiepa, yeenuuenuu 400x.

B OIyXoJjeBbld npouecc 5.3x5.0x3.8 cm. OuaroBoe
o0pa3oBaHME JIEBOTO SIMYHUKA B BEPXHEM IOIIOCE
1.6x1.5x1.6 cm. IlpaBblii SMYHUK pa3MepaMu
2.3%1.8 cM ¢ HEMHOTOYHCIICHHBIMA (DOJITHKYIIAMH.
TazoBas mumdoaeHomaTus.

e [lo manmueiM MPT OpromHoii monocty,
B mnoanuadparMaibHOi 00JaCTH B MPOCKIUH
6,7,8 CerMEHTOB OMPEIEIISIIOTCS MHOXKECTBEHHBIC
CJIMBHbIE HACTIOCHHUS T10 MMapHeTalIbHOI OproIInHE.
B o0mactu BOpOT TME€YEHH OMNpEaeTsIOTCA
muMdoyzasl 2.6X1.5 u 1.9x1.3 cm.

e Jlo mamaeiM I[IDT/KT, merabomanuecku
aKTHBHOE 0Opa3oBaHHE B MPOEKIUU JIEBOTO
SIMYHUKA C HEPOBHBIMU OYTPUCTBIMU KOHTYPaMH,
C yyacTKaMu Hekpo3a 71x58 mm, HMHBa3upyer
3a/IHIOI0 CTEHKY MOYEBOro Iy3blps B olOiactu
YCThSl JIEBOTO MOYETOUYHHKA, MPUIICKUT K CTEHKE
MpSMOI KUIIKH, CTEHKE MaTKH; B TPaBOW J0Jie
nedeHu, noaauadparmaibHo — obpazoBaHue 0e3
YETKUX KOHTYPOB, pasMepamMu 52X62 mm.

VY nanueHTKu ObLT MOBBIIICH CEPOTOHMH Ooliee,
yeMm B 3 paza (627,3ur/mi, Hopma 1o 200), xpomo-
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rpaHvH — Ha BepxHel rpanuiie Hopmbl (108,2HT/
w1, Hopma 10 108), CA 125 — B HopMe. YuuThIBas
Mopdonoruto onyxonu (HEHMPOIHIAOKPUHHASA),
00JBHON OBIIO PEKOMEHJOBAaHO MPOBEIEHUE
XMMHOTEPANNU apaHO30M.

3a pyOeskoM I JIeYeHUs] paclipoCTPAHEHHBIX
HD0 mnomxenynounoii xene3sl (FDA) omoOpen
CTpenTo30uMH — YIVIEBOJHOE IPOU3BOJHOE
HUTpo30oMoueBUHBI. Hanbonee 6au3kum k CTpern-
TO30LIMHY IO XMMHUYECKOW CTPYKTYpE SIBIISIETCA
OTEYECTBEHHBIN IIUTOCTaTUK — APaHO03a, KOTO-
pasi Takke SBISETCS CcaxapocCoAepKalluM MpPOU3-
BOJHBIM HUTPO30MOYEBUHBI, 00JIAAET CXOIHBIM
neiicTBueM Onaronapsi CTpyKTYPHOMY CXOZCTBY.

B ornenenun xumnorepanuu OI'bY «HMMUIL
onkosorun uMm. H.H. bnoxuna» Mun3npasa
Poccun npoBoamiiock KIMHUYECKOE HCCIEN0Ba-
HUE 10 U3y4YeHHUIO0 3((HEKTUBHOCTU U TOKCUYHO-
CTH Ipenapara ApaHo3a B MOHOPEKHME B Kaue-
CTBE Tepanuu MepBOM JMHHUM Yy NALHUEHTOB
C PpacnpoCTPaHEHHBIMU HEHPOIHIOKPUHHBIMU
OITyXOJIIMU Pa3IMUYHBIX JIoKanu3auui 2 u 3 dassl
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Puc. 2. MPT OpeaHo6 Majloco masa.: d — 2OPUZOHMAIbHAA NIIOCKOCMb, 6 — cazeumanvHas NIOCKOCHb.

2013-2020 rr. B MunucTepcTBO 3ApaBOOXPAHEHUS
P® moman oryer s perucTpanuu Ipenapara

ApaHo3a MO MOKA3aHUI0 — HEHUPOIHIOKPHHHBIE
omyxomnu, 18.12.2020 rona mpemnapar 3aperucTpu-
pOBaH.

[lepen mpoBeneHHEM XUMHOTEPANUU B CBS3H
C IEBOCTOPOHHUM TUAPOHEDPO30M, PA3BUBIIUMCS
BCJICJICTBUU WHQHUIBTPAIIMU OIYXOJbIO JIEBOTO
MOYETOYHHKA, HPOU3BEICHO CTEHTUPOBAHUE.
C urons 2019 no ssuBaps 2020 mpoBeieHO 9 1TUKIIOB
XT 1 nuuuu apaHo30i + aHAJIOTU COMAaTOCTaTHHA
MIPOJIOHTUPOBAHHOTO JeicTBUA. DPheKT — moio-
KUTeNIbHAsl JIMHAMUKAa B paMKax CTa0WIM3aluu
(cokpamieHue mo TapreTHoiM oudaram Ha 10%
no kpurepusm RECIST 1.1).

Onnaxo mociie 9 Kypca pa3BuiIOCh MaTOYHOE
KpOBOTE€UYEHHE, NHOUIIMPOBAHUE CTEHTA B MOUe-
touHuke. CocTosiHMe OO0NBHONW MOTPeOOoBaNIO
FOCMUTANN3AMU B CTallMOHAp, TJI€ MPOBOJHU-
JOCh aHTHOAKTepuaidbHas, reMOoCTaTH4YecKas
Tepamnusi, PECTEHTUPOBAHHME MOYETOUHHUKA.
CocTosaHue OOJNBbHOM pacIeHEHO KaK KIMHUYe-
CKOoe mporpeccupoBanue. BBuay orkasza manu-
€HTKM OT ONEpPaTUBHOTO BMEIIATENIbCTBA, €U
6bu1a Ha3HaueHa [IXT 2 nuHuu o cxeme maxkiu-
Takcen+KapOOoIIaTHH.

Bcero nmpoBeneHo 6 KypcoB ¢ MONTOKUTEIbHOU
JTUHAMUKON B paMKax crabuiu3anuu (Cokparie-

Hue 1o TapretHeiM oyaram Ha 18% mo RECIST 1.1).
bonbHOI cHOBa OBLIO MPEASIOKEHO XUpPypruye-
CKOE JICUEHHUE.

B centa0pe 2020r. Oblia BBINOJIHEHA OIepa-
sl SKCTUpIALUS MaTKU C MpHJaTKaMH, yaane-
HUe OOJBIIOTO CallbHUKA, Ta30Bast TUM(aIeHIKTO-
MU, allleHIPKTOMUS, o inadparManbHast nepu-
TOHOKTOMUSI.

Puc. 3. MPT opeanos Oprowoii nonocmu.
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Puc. 4. Mamxka, onyxonego usmeHeHHbvle AUYHUKY

N3 nporokona onepanuu cieayeT OTMETHUTb,
YTO «aCIUTa HET, SBHOW TUCCEMUHAIIUU 11O OpIo-
[IWHE HET, MPaBblid SUYHUK YETKO HE OMNMpEeaessi-
€TCsl, JIEBbI SMYHUK OIyXOJEBO M3MEHEH, pa3-
Mepamu 110 5 cM. OTMeudaeTcss OCTaToyHasl Ommy-
xoJjeBasi MHQWIBTpalusi, OXBaTbiBaromas Opro-
IIAHY Ta3a, NPAMYI KHUIIKY, MOYEBOW Iy3bIPb.
JleBblii MOYETOUYHUK IPOXOAUT B TOJIILIE OMyXOJIe-
BOr0 KOHIJIOMepara. B moaB3momHBIX 00Ia-
CTSAX — MATOJOTUYECKH W3MEHEHHBIE JTUMPOY3-
ael 1o 1,5 cM. B anmenaumkce — OmyxoJieBbId
y3€ell OKOJIO 4 CM B IUAMETpPE, KOTOPbI HACKBO3b
npopacraer OpbDKEHKY TEPMHHAIBHOTO OT/ela
noas3nomHoN kumku. [lo nuadparme crpasa
CIIMBHAA JUcCeMHUHaAIuUs 8X5X3 cM, KOTOpas
TECHO MPUIICKUT K Karicylie neyeHu. Buinenen
MpaBbli MOYETOYHUK, MPOCIEKEH 10 BXOJa
B MOYEBOM Iy3bIpb. JIEBBIM MOYETOYHHMK BbIJE-
JICH W3 KOHIIIOMepaTra IyTeM €ro pasicieHHs
HaJiBoe. B nucTtanbHON TpETH MOUYETOYHUK UCTOH-
4yeH, JKU3HECIIOCO0EHY.

Ha yto 3nmech crnenyer oOpaTuTh BHUMAHME:
JIEBBII MOYETOYHUK, KOTOPBIM MO BCEM METOAAM
oOcrnenoBaHusl OMUCHIBAJICS KaK WHQPUIBTPUPO-
BaHHBII OMYXOJIbIO, OBLIT «BBIICTICH U3 KOHIIIOME-
pata, myTeM €ro pasjeiieHust HajaBoe. B nucranb-
HOW TPETH MOYETOYHUK HMCTOHYEH, KU3HECIIOCO-
6en». MHOTOKpaTHO OMHCHIBAIOCH, YTO BBICOKO-
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muddepennrpoBanibiM HOO He CBOICTBEHEH
UHQUIBTPUPYIOIIUN XapaKTep pocTa.

W3 nporokona onepauun: «OTaeneHa npsmas
kumika. [lepecedeHo Biaranuine, yaajieH Yy3el
nu3 Jyrnacosa mpoctpanctBa. [Ipoussenena mosi-
Hasg Tas3oBas JuM@aneHdIKToMHUs. BrimonHeHa
anmeHJIKTOMUS C YIaJE€HUEM OIyXOJEBOIO Yy3Jia
¢ pe3ekiuent Oppikeiiku. bonbiioi canbHUK OTCe-
YeH OT TMOINEepPeYHO-00010YHON KHIIIKH, YyHAaJIeH
BI0Jb OOJIBIION KPUBU3HBI JKETYy/IKa OT MEeYEHOU-
HOTO y37la JI0 BOPOT cerne3eHku. MoOunn3oBaHa
npaBasi JOJsl TICUECHHU, yAaJIeHbl METacTa3bl ¢ Ipa-
BOTO Kymoja auadparMbl CO BCKPHITHEM MPaBON
ieBpanbHOi mosoctu. Jledekr ymmt. Onepanus
paguKaIbHasD).

Maxkpockonnuyeckoe HCCIe0BaHUe YIaJIeH-
HOI0 Mpenapara:

1. Marepuan mipencraBieH (GparMeHTOM TKaHU
ICHKKW MaTKU TPOTSHKEHHOCThIO 3,5 cMm. B cTeHke
MAaTKH, MPaKTUYECKU LHUPKYISPHO OKpYXkKas ee, —
paspactaHue OImyxoJieBOM IJIOTHOBATOM TKaHH, Bpa-
CTarolleld W3BHE B TKaHb IIeliku Marku. OOmme
pa3mepsl penapara 5xX5x4 cM, OIyXoJeBbIe pa3pac-
TaHUsA JOCTUTAaOT TONIIMHON 2,5 cMm. Teno marku
C SUYHUKAMU. OHAOMETPUN DIAAKUI, TEMHO-
KpacHbld. MuomeTpuil TommuHou 1,5 cm. SAudHuku
¢ 00eux CTOPOH KMCTO3HOTO CTPOCHUS, MSATKON KOH-
CUCTEHIIMH. BHYTpEHHSISI MOBEPXHOCTb KHCTO3HBIX
CTPYKTYyp mIajikasi, OenecoBaras. ViMeroTcst yuacTku
TEMHO-KPACHOTO IIBETa MSTKOM KOHCUCTEHIIUH.
K stmynnkam ¢ 06erx CTOpOH MPHUIIEKAT OMyXOJIeBbIe
y371bl IJIOTHOM KOHCHUCTEHLIMH, JOJBYaroro BHJA,
OenecoBaroro 1BeTa, pazMepamu ot 1 10 2,5¢M;

2. Jlumparnueckue y3nwl cneBa. 3. Jlumda-
TUYECKHUE y3JIbl CIIPABA;

3. bonpmoii canbauk 50x20x1 cm, nmpeacTas-
JIEH KUPOBOU TKAHBIO B HEOOJIBIIIOM KOJIUYECTBE
U MHOKECTBEHHBIMH O€NecoBaTbIMU y4acTKaMu
ymiotHeHus ot 0,3 1o 0,6¢cmMm;

4. TlopmuadparmanbHas OpromuHa (MeTa-
cTa3z) — (parMeHT IUIOTHOW TKaHU OerecoBaTo-
pO30BOro 1BeTa, pasmepamMu 7,5%4,5x2 cwm,
co ciemnamu anekTpoHoxka. Ha paspesax mpen-
CTaBlieH pa3pacTaHHsIMHU IUIOTHOW OejecoBaTo-
JKEeITOM TKaHM TOMOTSHHOro Buna. Emie omuH
(bparMeHT TKaHU MSITKOAIACTHYHOW KOHCUCTEH-
mun 1,8%1,5%0,6 cM, Ha paspe3ax OerecoBaro-
PO30BOIO 1IBETA;
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5. AmNmeHguKC ¢ MeTacTa3oM — Ipernapar
4,5%3%2,5 cM TI0THOM KoHcUcTeHIMu. Ha paszpe-
3¢ uepBeoOpa3HbI OTPOCTOK, MPOCBET €ro Pe3Ko
pacIIipeH 3a CUeT pa3pacTaHus B HEM OeecoBaro-
KEJITOW TKaHW AMaMeTpoM 10 1,2cM, cHapyxu
K HEMY TIPUJICKUT OITyXOJIEBBIN y3el 00IKUMHU pa3-
Mepamu 3,5%2,5%1,8 cM 0e3 4eTKuX T'paHMIl, pac-
nojaraetcs B OpbiKelke OTpOCTKa.

3axnouenue: Bo Bcex ynajaeHHBIX Ipenaparax
MEeTacTa3bl HEUPOIHJOKPUHHOM OIMYXOJIH.

Muxkpockonnyeckoe onucaHue:

1. B TkaHnu medku MaTKu — BpacTarolas
U3BHE OIyXOJb COJUJAHO-AJIbBEOJIIPHOTO CTpOE-
HUs, KOTOPYI, C YYETOM ITPOBEICHHOIO paHEe
NI'X uccnenoBanus (Ne 20192/19), cnenyer pac-
LIEHUBATh KaK MeTacTa3 HeHPOIHIOKPUHHOM OITy-
XOJIM SIMYHUKA. DHJOMETPHUI CEKPETOPHOIO THIIA,
MHUOMETpH 6e3 ocoOeHHOCTel. MaTodHbIe TPYOBI
¢ (¢ubpo3upoBaHHBIMU CTEHKaMHU. B su4HHMKax
Oenble Temna, MpoCThie KUCTHL. [Ipunesxkariue K siud-
HUKaM W BPACTAMOIINE B CTCHKH MATOYHBIX TPyO
y3JIbl IMEIOT CTPOEHUE METAcCTa30B HEHPOIHJIO-
KPUHHOU OITyXOJIH;

2. B 14 uccnenoBaHHbIX TUM(ATUYECKUX y3TI1axX
3JIEMEHTOB OITyXOJIM HE HalJIeHO;

3. B 11 uccnenoBaHHBIX IUM(PATHUIESCKUX y31aX
3JIEMEHTOB OITyXOJIM HE HaWEHO;

4. Y31bl B OOJBIIOM CaJbHUKE UMEIOT CTpoe-
HUE METACTa30B HEUPOIHAOKPUHHON OITyXOJIH;

5. B Oprommnae — meTacTa3 HEMPOIHIOKPHUH-
HOM OIYyXOJIH;

6. B crenke u Opbhkeiike depBeoOpazHOTO
OTPOCTKE — METAcTa3 HEUPOIHIOKPUHHOMN OIly-
XOJIH.

3aknouenue: MHOXKECTBEHHBIE METACTa3bI
HEHPOIHAOKPUHHON OMYXOJH SIMYHUKA B OprOII-
HOM monocTu. JIOCTOBEPHBIX MPU3HAKOB JIEYeOHO-
ro maromop¢o3a He HalACHO.

NMMyHOrncToxXuMu4eckoe HCC/IeI0BaHue
NOCJICONEPANMOHHOI0 MaTepuaaa: B CTCHKE
1 OpbDKeeyKe YepBeoOpa3HOro OTPOCTKA, a TaKKe
B SIMYHUKAaxX, IIEeWKe MaTK{, MaTOYHBIX TpyOax,
OOJBIIOM callbHUKE U OpIOIIMHE — pa3pacTaHus
OIYXOJIM COJIMHO-AJIbBEOJISIPHOTO  CTPOCHUS
13 MOHOMOP(HBIX KJIETOK C Y03UHO(DUIBLHOM IIUTO-
IJ1a3MON U OKPYINIBIMU si[paMu, Haubojee Bepo-
SITHO, BEICOKOAU( P EepeHITUPOBAHHONW HEHPOIHIO-
kpuHHOW Heorazuu. C 1eabl0 BepUPUKALUU
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Puc. 5. Buo 6prownoii nonocmu nocie yoaienus
001bUL020 CanbHUKA

JIMarHo3a MpOBEeIeHO MMMYHOTHMCTOXHMHUYECKOE
UCCIIEJIOBAaHNE C aHTUTENaMH K chromogranin A,
synaptophysin, CD56, CK18, CDX-2, PDX-1,
INSM-1, serotonin, PR, ER, Ki-67 (MIB-1).
Pesynbrarel. Knetkum onyxonum  auddysHo
¥ MHTEHCUBHO 3KcrpeccupyioT chromogranin A,
synaptophysin, CD56, CK18, INSM-1 (sanepnas
peaxuust). Uuaekce nponudeparuBHON aKTUBHOCTH
onyxoneBbix KieTok Ki-67 cocraBmsger B «hot
spots» 7%. B kieTkax onyXxoju OTCYTCTBYET 3KC-
npeccust CDX-2, PDX-1, serotonin, PR (eqununu-
Hble TMMO3UTHBHBIE siapa), ER (ab0epanTHas 3Kc-
npeccusi B IUTOIUIA3ME).

3akntouenue: Mmopdorornieckre 1 IMMYHOT U~
CTOXMMHUYECKHE XapaKTEPUCTHUKU MeTacTaThyie-
CKUX 00pa30BaHUI COOTBETCTBYIOT IMArHO3y Hew-
posHnokpunHoi omyxonu Grade 2 (HOO G2,
uaaeke Ki-67 — 7%), ¢ y4eToM KIMHHYECKHX
JaHHbIX, Haubozee BepoaTHo, HOO G2 suuHuKa.
Opranocnenuduueckue 0COOEHHOCTH KIETOUHO-
ro UMMYHO(EHOTHIIAa B UCCIIEIOBAHHOM MaTepua-
Jie He OTIPENeNIOTCS.

[Tocne omepamuy OTMEYEHA HOPMAJIH3AIHS
YPOBHS CEPOTOHMHA, NALIMEHTKE ITPOJIOKEHA Tepa-
nMsl aHAJIOTaMK COMAarocTaTuHa. PekoMeH10BaHO
BeinosiHeHue [I9T-KT ¢ Ga68 DOTA-TATE uepes
3 MecsIa mocyue oneparyy sk ONpeaeIeHus pac-
HPOCTPAHEHHOCTH OITYXOJIEBOI0 Mpoliecca.

Takum o6pazom, nepBuunbie HOO penko
BCTPEYAIOTCSl B OpraHax >KEHCKOH pPenpoIyKTHB-
HOW CHCTEMBI, BKJIOYAs SIMYHUKH, W TOITOMY
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MPEACTABIAIOT COOOM CIOXKHYIO KIMHUYECKYI0 HOCTM JaHHOW KaTeropuu OIyXOJei, a Takxke
npobsemy. JluarHocruueckue moaxoibl, MOpdo- BapuUaHThl UX JedeHUs TpeOyroT ajbHEHIIero
JIOTUYECKUE U UMMYHOTHCTOXUMUYECKHE OCOOEH- HM3yUYeHUS.
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