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MEJIKOKJIETOYHbIN PAK TEJIA MATKM!:
OB30P JINTEPATYPbI U PEAKUA KNTUHNYECKUU CNYYAUN
C AOCTVXXEHUEM NOJIHOIro PAONOJZIOTMYECKOIO
OTBETA ONYXOJIN HA NEYEHUE

A. 4. AapeHckas, b. M. MegseaneBa, A. A. PymMmssHYyeB

OIrbY «HaumoHaibHbIF MEANLIMHCKNI MCCIEA40BATE/IbCKNK LIEHTP OHKO/1I0rnn uM. H. H. biioxuHa»
MuH3apaBa Poccun, MockBa

Menkoxnemounutii pak (MP) mena mamku sgnsemcs pedkum 3a601e8aHueM, pacnpocmpaneHHOCHb KOMopo2o cocmasisiem
< 1 % scex 3nokauecmeennwvix Hosoobpasosanuil (3HO) mamxu. Jannvie no MP mena mamiu, nyoauxyemovie 8 Meouyun-
CKUX U30AHUAX, CKYOHbIE U NPEOCMABieHbl 8 OCHOBHOM ONUCAHUAMU cepull KIuHuyeckux cayuaes (oxono 100 nabnrodenuii)
AUO0 pempoCneKmu8HbIMU UCCIe008AHUAMU CYYAll-KOHMPOoNb. Beudy pedkoii ecmpeyaemocmu O0anHo2o 3abonesanus
6 Hacmosiuee 8pemsi He CYuecmayem eOUuHbIX PeKOMeHOayull no 8e0eHUI0 U Je4eHU0 MmaKux 6onvHuix. borvuurncmeo uc-
cnedosameneil OpUEHMUPYIOMCA Ha pekomeHoayuu, paspabomantvie onsi MP neexkoeo. B cmamve mvl paccmampusaem
KIUHU4ecKue, namomopgonocuveckue u ummyrnoeucmoxumuveckue (MI'X) ocobennocmu MP mena mamxku, o6cysjcoaem
co8pemeHHble N00X00bL K OUASHOCMUKE U JIeYeHUI0 MOl NAmoN02UuY, d Makice npeocmasiiaem coOCmeeHHblll KIuHuye-
ckutl eayuaii MP mena mamku ¢ docmudicenuem NOIHO20 PAOUOL0SUYECKO20 OMBEema ONnyxXoau Ha JedeHue.

Kntouesnvie cnosa: menkokaemouHuiii pax mena Mamxi, NOAHbII pAOUOI02UYECKUTl OMEem, XpoMoecpanuH A, cunanmogusun,
CD56, NSE, yumoxepamunsi, p16, Ki-67, Huskoougghepenyuposantvie HelipodIHOOKPUHHbBLE ONYXOIU
.

SMALL-CELL CARCINOMA OF THE ENDOMETRIUM: A LITERATURE REVIEW AND
A RARE CLINICAL CASE OF A RADIOLOGIC COMPLETE RESPONSE OF THE TUMOR
TO TREATMENT

A. D. Darenskaya, B. M. Medvedeva, A. A. Rumyantsev

Federal State Budgetary Institution "N. N. Blokhin National Medical Research Center of Oncology”
of the Ministry of Healthcare of the Russian Federation, Moscow

Small-cell carcinoma (SCC) of the endometrium is a rare disease the prevalence of which is less than 1 % of all malignant
neoplasms of the uterus. Data on small-cell carcinoma (SCC) of the endometrium, published in medical journals, is scar-
ce and generally provide clinical case series descriptions (about 100 observations) or retrospective case-control studies.
Due to rare incidence of the disease currently there are no uniform guidelines on the management and treatment of such
patients. Most researchers rely on the guidelines developed for small-cell lung carcinoma. This article concerns clinical,
pathomorphological and immunohistochemical intricacies of small-cell carcinoma of the endometrium, discusses novel
approaches to diagnosis and treatment of this pathology, and reports our own clinical case of small-cell carcinoma of the
endometrium with a radiologic complete response of the tumor to the treatment.

Knrouessle cnoea: menkokiemounulii paxk mena Mamxu, NOIHbLUI pAOUOI02UYECKUTl OmEem, XpoMoepanun A, cunanmogusun,
CD56, NSE, yumokepamunsi, p16, Ki-67, Huzkoouggepernyupogantvie HetipO3IHOOKPUHHbBLE ONYXOIU

BBenenue

Menkoknerounslii pak (MP) Tena maTku siBis-
eTCsl peIKUM 3a00JIeBaHHEM, PACTIPOCTPAHEHHOCTh
KoTOporo coctapisieT < 1 % Bcex 310KayeCTBEHHBIX
HoBooOpazoBanuii (3HO) marku [1-14]. CornacHo
kinaccudukanuu BeemupHoi opranuzanuu 3apa-
Booxpanenus (BO3), no cBoeMy rucroreHeTuye-
CKOMY MpPOUCXOXKICHUI0, MP Tema mMaTku OTHO-
CUTCsS K Tpymnie HuzkoauddepeHunpoBaHHBIX

HEeUpOIHTOKpUHHBIX omyxoJiel (HDO) — penkux
3HO uenoBeka, BOSHUKAIOIINX U3 KIETOK AUQ-
dy3HOI HelposHnokpuHHON cuctembl (APUD-
cuctemsl) [2, 15-21]. Janubie mo MP tena matku,
nyOIuKyeMble B METUIIMHCKUX U3IaHUSIX, CKY/IHbIE
Y TPEJICTABIECHBI B OCHOBHOM OMTUCAHUSIMH CepUil
KJIIMHUYeCKuX ciaydaeB (okono 100 nabmroneHuit)
b0 PETPOCHEKTUBHBIMU HMCCIECIOBAHUIMU
CITy4al-KOHTPOJIb.
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N3BectHO, uTO MP Tenma marku xapakrepusy-
€TCS BRICOKMMHU MUTOTUYECKUM U TIPOIuepaTuB-
HBIM MHJIEKCAMH, ONIPEAEISIOIINMU €TI0 BEICOKYIO
CTEIEHb 3JI0KaY€CTBEHHOCTH, arpeCCUBHOE Teue-
HUe U ObIcTpoe MeTactazupoBanue [1-4, 8, 14,
22-34]. IIporuo3 3a00yieBaHuUs 3aBUCUT OT CTAIUN
U paclpoOCTPAHEHHOCTH OITYyXOJIEBOTO MpOILEecca.
Tak, nsaTUNETHSAA BBDKUBAEMOCTh mpu | craguu
coctasysiet 79 %, npu Il cranuu — 33 % [20, 35].
Menunana o6mieit BeixuBaemoctr (OB) y 60abHBIX
¢ III-IV cranueit — Bcero msaTh Mecsues [8, 14,
36-38]. CnenyeTr noauepKHYTh, YTO MPOJOJIKHU-
TEJIbHOCTH KU3HU 00JabHBIX MP Tema MaTtku 3Ha-
YUTEJIBHO MEHBIIE, YEM MPHU COOTBETCTBYIOIIUX
CTaIUAX SHIOMETPUOUIHON aJl€HOKAPIIMHOMBI
[39].

He cymecTByeT equHOro MHEHHUS MO MOBOAY
ONTUMAJIbHBIX IMOJXO/I0B K JIEYCHUIO JaHHON HO30-
noruu [8]. BBuay HAEHTUYHOCTH OMOIOTUYECKUX
ceoiictB MP nerkoro u MP opranos xeHCKOU
penpoaykTuBHOU cuctembl [40] GOJBIIMHCTBO
uccieaoBareseil B jedeHun 0onbHBIX MP Tema
MaTKH{ OPUEHTHUPYIOTCS Ha KIMHUYECKUE PEKOMEH-
nauuu, pazpaboranHeie nmas MP merkoro [24,
41-42). Huskas yacrora Bcrpeuaemoct MP Tena
MATKH HE TTO3BOJISIET TPOBOAUTH MPOCIEKTUBHBIE
HCCIIeZI0BaHUS I TIoMcKa Hanbosee 2 PeKTHBHBIX
METOOB JICUCHUS.

C ydeToMm HEOOJBIIOrO YHCia HAOTIOACHUN
B MHPOBOM JINTEPAType Mbl XOTHUM MHPEACTABUTH
COOCTBEHHBIM KIMHUYECKUU ciaydaih MP Tena
MaTKH C I0CTHKEHHUEM ITOJIHOTO PaIUO0IOTHYECKO-
ro OTBETA OIMYXOJIHU Ha JICUCHHE.

Kiaunuveckuii ciay4yai

[Manuentke I1., 1960 1. poxaeHus, 6e3 KIMHU-
YECKHU 3HAYMMBIX COMYTCTBYIOIMIMUX 3a00JI€BaHUM,
oOpaTuBIIelcs K THHEKOJIOTY B CBSI3H C Kajmo0aMu
Ha TOSBJIICHUE B MOCTMEHOIAy3€ KPOBSHHUCTHIX
BBIJICJICHUI U3 MOJOBBIX IyTeH, MO MOBOAY cap-
koMbl Tesia Matku T1aNOMO (IA craguun) B 2020—
2021 TT. MO MECTY KUTEIBCTBA OBLIO TPOBEICHO
KOMOMHHPOBAHHOE JICUCHHE:

12.11.2020 r. — onepaTuBHOE BMEIIATENBCTBO
B o0beme: «JlamaporoMuueckasi TOTajabHasi JKC-
TUpHNanUs MaTKU C MpUAATKaMH, MOSCHUYHO-
Ta30Bas, napaaopraibHas TuMdoanccekuus» (mpu
TUCTOJIOTUYECKOM U MUMMYHOTHCTOXMMHUYECKOM
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(MI'X) uccienoBaHusx onepalioHHOro MaTepua-
Jla yCTAHOBJIEHA SHIAOMETpUaIbHAsI CTPOMaJIbHAS
capkoma High grade (G3), ¢ unBa3ueii omyxonu
B MuomeTpuit < 50 % (pTla), 6e3 meracTa3oB
B 22 nuccnenoBaHHbIX (12 mapaaopTanbHbIX, 5 Ipa-
BbIX U 5 JIEBBIX MOSICHUYHO-TA30BbIX) JUMpaTu-
yeckux y3nax (1/y) (pNO). Unneke nponudepa-
tuBHOU akTUBHOCTHU (Ki-67) — BBICOKHIA: 95 %).

¢ 15.12.2020 r. mo 13.04.2021 r. — 6 KypcoB
anproBaHTHOW xumuotepanuu (XT) moxcopyOu-
UHOM. be3 KIMHWYeCKH 3HAYUMBIX OCIIOXKHE-
HUI.

Jlanee nanueHTKa HaX0UJIach O] INHAMUYeE-
CKHM HaOJIIOJICHUEM.

[Tpu ouepeIHOM KOHTPOIBLHOM OOCIIEI0BaHUH
B ceHTs10pe 2021 rona (uepes msaTh MecsIeB Mocie
3aBEpPILIEHUS paJUKaJIbHOTO JEUEHUs ), 10 JaHHBIM
MarHMTHO-PE30HAHCHON TOMoOrpauu OpraHoB
masoro taza (MPT OMT) ¢ BHyTpuBEeHHBIM (B/B)
koHTpactupoBanueM ot 06.09.2021 r., Ha Opromiu-
HE CJIEBA, PAZIOM C KYJIBTEH Biaranumia Obuia BbIsiB-
JIeHa PelMINBHAS OIYX0JIb, pa3MepamMu: 2,2x2.4 cM,
a Takke 0OHapy’>KeH MeTacTa3 BO BHyTPEHHEM TO/I-
B3JIOIIHOM JINM(AaTHUECKOM y3Jie CIpaBa, pa3Me-
pamu: 1,3x1,7 cm. [Ipu komiuiekcHOM J1000ce10-
BaHUU JIaHHBIX 33 OTJAJICHHOE METacTa3upOBaHUE
HE MOJIY4YEeHO.

C 14.09.2021 r. mo 24.09.2021 r. mo MmecTty
KUTENIbCTBA ObljIa TIPOBEACHAa KOH(GOpPMHAs JHC-
Ta"ImoHHas sydeBas tepanus (JIJIT) na 3abpro-
HIMHHBIE TUM(pATUYECKHE Y3JIbl: pa30Bas ouaroBas
no3a (PO) 2 I'p x 5 pa3 B Hezieto, 10 CyMMapHOH
ouaroBoit 10361 (CO/) =18 I'p, ac 27.09.2021 1.
mo 14.10.2021 r. — xoundopmuas JIJIT Ha TazoBsie
mumparuyeckue y3nbl: POl 2 I'p x 5 pa3 B Hene-
mo, 10 COJ ot 2-x sTanoB = 46 I'p.

25.10.2021 r. manueHTKa oOpaTuiach 3a MeIu-
nuHckoi momotisio B ®I'bY « HMUILL onkonoruun
uMm. H. H. broxuna» Munsapasa Poccun.

[Ipu KOHTPOIABLHOM OOCIETOBAHUH B OKTAOpE
2021 roga (o nayana XT 1-if nuHUM), 1O JaHHBIM
MPT OMT c¢ B/B KOHTpacTHpPOBaHHEM OT
29.10.2021 1., Ha OproIIKMHE ClIeBa, HECKOJIBKO BBIIIIE
KyJIBTH BIarajuiia, onpeaesiach peruauBHas
OIyXO0JIb, HAKAIUIMBAIOIIasi KOHTPACTHBIN Mpernapar,
1o 1,1 cm B quametpe (puc. 1).

[Ipu mepecMOTpe TOTOBBIX TMCTOJIOTUYECKUX
npenapatoB B HoA0pe 2021 roga: MHOXKECTBEHHBIE
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Puc.

1. Maenumno-pesonancuas momocpagus opeanos manoeo masa ¢ 6HYMPUBEHHBIM KOHMPACUPOBAHUEM

om 29.10.2021 e. (0o nauana XT 1-1ii nunuu). Axcuanvhwiii cpes. Peyuouenas onyxons Ha Oprowune ciesa, HeCKOIbKO 6blule

KyIbmu énazanuua (cmpeixa)

(bparMeHThl 3JI0KaYeCTBEHHON KPYIIOKJIETOUHON
OTYXOJIM DHJOMETPHUS C OOIIMPHBIMU OYaramu
Hekpo3a. OnyxolieBble KIETKH — MEJIKHE, CO CKY/I-
HOM IUTOIIJIA3MON ¥ TUTIEPXPOMHBIMHU OKPYTIIBIMU
sapamu. Ha oTnenpHBIX yyacTkax ompenessercs
(dbopMUpOBaHUE AIIMHAPHBIX H KEIE3UCTHIX CTPYK-
Typ. 151 OKOHUATENBHOTO OINpeeICHUs TUCTOre-
HE3a OIMyXOJIM PHAOMETPHs (capkoma?/KapiuHO-
capkoma?/HenuddhepeHIMPOBaHHbIN pak?/apyroe?)
HeoOxoauMo gononunutenbuoe U X-uccnenosanue.
Marepwuain ObUT OTAaH B padoTy.

C 17.11.2021 . mo 25.11.2021 r. mpoBeneH
1 xypc XT 1-i1 nuuuu B pexume: «GemTax»
(FemuuTabun 675 mr/m?, B/B KameiabHO, 1HU 1 1 8
+nonerakcen 75 Mr/m%, B/B KalleJIbHO, J€Hb 8) ¢ IMoj-
nepsxkoit ['-KC® (pexykmus 103 npenaparoB Obuia
BBITNOJIHEHA B CBSA3H C OTMEYaBIIEHCs paHee ITy0o0-
KO Nelikonienueli). M3 HexenaTenbHbIX SBICHUN
3apEeruCTPUPOBAHBL: APTPAITUU U MUAITUU 1—2-1
CTEIICHU, HEUTPONEHUS 2-11 CTEIIEHHU.

[Tonyuensl pesynbrathl MI'X-ncciaenoBanus:
MMMYHO(GEHOTHI OMyXOJIU COOTBETCTBYET HU3KO-
g depeHINPOBaHHON aieHoKapuuHome. B mep-
BYIO OUe€pelb, CICAYET TyMaTh 00 SHIOMETPHUOUI-
Hol afgeHokapiuHome G3. CapkoMaTOUIHBIN KOM-
IIOHEHT B Mpejesiax HCCIeAyeMOoro marepualia
HE BBISIBJICH.

YuuThiBas pacxoxJaeHus B MOP(HOIOTrHIECKOM
nuartose, B gekadpe 2021 roga ObLIN BBITIOTHEHBI

HoBTOpHbIE ructojornueckoe u UI'X uccnenobanms,
0 JITAHHBIM KOTOPBIX OOHApY’KeHa 3710Ka4eCTBEHHAs
MEJIKO-/KPYTJIOKJIETOYHAs! OIYXO0JIb, ¢ AU(PPy3HBIM
XapaKkTepoM pOCTa, C €IMHUYHBIMU PO3ETKONOA00-
HBIMU CTPYKTYPaMu, ¢ OOLIIMPHBIMU 30HAMU HEKPO-
O1o03a 1 HeKpo3a. B omyxoneBbIX KJIETKax BbIsBIIC-
Ha SKCIIpeccus MaHIUTOKepaTHHA, CHHANTO(PHU3HHA
u CD56. PD-L1 craryc — oTpuuareibHbIH,
CPS=1.

[IpyHuMas BO BHUMaHHME T'HUCTOJOTMYECKOE
cTpoenue omyxonu u pesynbrarsl MI'X-uccie-
JTIOBaHUs1, HOBOOOpA30BaHME Tela MATKH OBLIIO KJac-
cu(UIUPOBAHO KaK MEIKOKJIETOYHAsi HEUPOIHIO-
KpUHHas KapuuHoMa, G3, ¢ BbICOKO MUTOTHYECKOM
akTuBHOCTBIO (Ki67 — 99 %), ¢ nnpuIbTpanuei
SH/IOMETPUS, UHBAa3HEH B MUOMETPUI Ha [TyOUHY
10 0,2 cM (MeHee 2 TONIIY MUOMETPHs ), ¢ 00IIup-
HBIMU 30HAMHU HEKPO3a.

[MarenTka ObL1a 00CYKI€Ha HA OHKOJIOTHYECKOM
koHcuiyMme. [IpunsaTo perienue: TpakroBarh 3a00-
neBanue kak MP Tena MaTku, mpoJOIKUTH ITPOBEIe-
Hue XT 1-i1 mHUM, U3MEHUB ee pexxuM Ha «EP».
C yyeTroM arpeccuBHOTrO Xapakrepa 3aboyieBaHus,
a TaKXKe C IeJIbI0 TOCTIKEHHUSI MAKCUMATbHOTO A dex-
Ta Ha )OHE MPOBeICHUS |- JIMHUY JIEKAPCTBEHHOM
Teparnuu, ObUT BIOpaH MOIM(PHULIIUPOBAHHBIN PEXUM
«EP»: srormosu 100 mr/m?, B/B KaneapHo, AHA 1-5
+ mucmnarud 20 Mr/m?, B/B KalelbHO, IHHA 1-35;
LMK — Kaxzple 21 geHb; cymmapHo — 4 Kypca.
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Puc. 2. Maenumno-pe3onancnas momozpagus opeanos Mano2o maszd ¢ GHYMPUBEHHbIM KOHMPACMUPOSAHUeM
om 26.03.2022 2. (nocne 3asepuienus uemvipex kypcos X1 1-ii aunuu 6 pexcume «EP»). Axcuanvuuiti cpes. Ha oprowune
cnesa, HeCcKOMbKO gblute KYIbmu 1azanuuyd, 20e panee onpeoenanact peyuousHas Onyxois, Y3106blX 00pa306anUll He 8blas-

seno. Ionnvlil s¢gppexm neuebno2o 6o30eticmaus

C 16.12.2021 r. mo 18.03.2022 r. npoBeieHO
yeTblpe Kypca XT 1-if nunum B pexxnume: «EP».

VYuuTeIBasi HeKeNaTeIbHbIC SBIICHHUS Ha (DOHE
MIPOBOMMOM Tepanuu (JIJIUTEIbHYI0 TPOMOOIIH-
ToneHuto 1—2-1 cTeneHu u HeUTponeHuto 3—4-i cre-
MIEHU, U3-32 KOTOPBIX 3a/IepXKKa B JICUCHUU COCTAB-
JisJ1a 10 CEMU JIHEH, a Takke HE(PPOTOKCUIHOCTD
2-#1 cTenieHu), HAYMHAsS C TPETHEro Kypca, peKuM
JiedeHus ObUT HECKOJIBKO MOU(UIIUPOBAH: ATOIIO-
3un 120 mr/m?, B/B KarelnpHo, JHA 1-3 + nucmia-
tiH 60 Mr/M?, B/B KarenbHO, 1eHb 1. ITocine Mmoau-
¢dbukanum pexxruma — 0e3 KITMHUYECKH 3HAYMMBIX
OCJIOKHECHUU.

[Ipu KOHTpOJBLHOM OOCJIEIOBAHUU B MapTe
2022 roma (mocie 3aBepIICHUS YETHIPEX KYpPCOB
XT 1-it nuaum B pexxume «EP»), mo naaasim MPT
OMT c B/B kOHTpacTupoBaHueM ot 26.03.2022 1.,
3a(hMKCUPOBAH MOJHBIN OTBET OIYXOJIH HA JICUCHHE:
Ha OpIOIIMHE CIeBa, HECKOJIBKO BBINIE KYJIBTH Bia-
rajuiia, rae paHee ompeAessyiach peuuauBHas
OTyXOJIb, Y3JOBBIX 00pa3oBaHUil HE BBISBICHO
(puc. 2).

C mapra 2022 roza no Hacrosiee Bpems (HosiOpb
2023 1.) manueHTKa HaXOMUTCS IO/ TIIATEIbHBIM
TUHAMUYECKUM HabmogeHueM. Ha mpotrsskeHun
BCETO 3TOTO BPEMEHU MAIMEHTKE MPOBOASTCS pPery-
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JSIpHBIE KOMIUIEKCHBIE KOHTPOJIbHBIE 00CIIeI0BAaHHS
(Bxmrouass MPT OMT c¢ B/B KOHTpacTHpOBaHUEM
Y KOMITBIOTEPHYIO TOMOTrpaio OpraHoB IrpyaHON
KJIETKU; OPraHOB OPIOIIHOM MOJI0CTH; 3a0PIOIINH-
Horo npoctpancTsa (KT OI'K; OBIT; 3IT) ¢ B/B kKoH-
TpacTupoBaHueM). Tak, IpU KOHTPOJIBHOM o0cIIe-
noBaHuu B utoHe 2023 rona (uepes 15 mecsues
nocye 3aBepuieHns X T 1-ii muaun B peskume: «EPy),
no ganabiM MPT OMT ¢ B/B KOHTpacTUpOBaHHEM
o1 15.06.2023 1., TaHHBIX 32 PELUIUB HE TIOTYUYEHO.
CoxpaHsieTcs NOCTUTHYTBHIM MOJHBIA 3PdexT
(puc. 3).

Takum 0O6pazom, B pe3ynbTare MpaBUIbHO YCTa-
HOBJIEHHOTO MOP(OIOrHYECKOTO IUarHo3a, mam-
eHTKe OBIJI0 MPOBEIeHO ajiekBaTHOE JeueHne: XT
1-i1 TMHUM ¢ BKJIIOYEHHEM 3TOMO3U/1A U IUCILIA-
TUHA. brarogaps 3ToMy yaanoch JOCTUYb MOJTHO-
IO paJAHOoJIOrMYECKOr0 OTBETA OIYXOJIH Ha JeUeHHE
Y BBICOKHMX TOKa3aTeJIell BBHKUBAEMOCTH Y HaIlICH
MAlUEeHTKHU: BBKUBAEMOCTh 0€3 MporpeccupoBa-
Hus (BBII) He mocTurHyTa M HAa MOMEHT Hamuca-
HUSI CTaTbU COCTABIJSIET NMPAKTHYECKH 2 roja
(23 mec.t), a meaguana OB — poBHO 3 TOfA
(36 mec.t). CToyih BIEUATISIOMIKE PE3YIbTATHI
MOJIyYEHbl, HECMOTPS Ha HaJIU4YUE Yy MalUECHTKU
penko Bctpevatomerocss 3HO, ructonornueckuit



Onyxosin Tesia MaTtkum

OHkoruHekosorus N° 4’2023

Puc. 3. Maenumno-pe3onancnas momozpagus 0peanos Mano2o maszda ¢ GHYMPUBEHHBIM KOHMPACMUPOSAHUeM
om 15.06.2023 2. (uepe3 15 mec. nocne saseputerun XT 1-1i nunuu 6 pexcume « EPy). Axcuanvhuiii cpes. JJanHuix 3a peyuous

He nonyuero. Coxpansiemcsa 0ocmueHymulil NOaHwll 3hhexm

MOJTHII KOTOPOTO XapaKTepU3yeTCs arpeCcCUBHBIM
TeueHHeM, ObBICTPBIM METAaCTa3upOBAHUEM U Kpaii-
He HeOJaronpuaTHbBIM IPOrHo3oM [24-26, 38].

O0cy:xnenue

[TepBuunoit nokanusanueit MP B 95 % nabumto-
JICHUH SABISIOTCA Jierkue. VckirounTenbHas pe-
KOCTbh BHeJleroyHbIx (opm MP mociyxkuna npu-
YUHOU WX OOBbEIUHEHUS B OT/EIbHYIO HO30JI0TH-
yeckyto rpynmny [43—49]. IlepBslii cayuaii BHele-
roynoro MP Ob11 onucan J. Duguid u Kennedy,
B 1930 rogy y manuenTa c onyxoisto Tumyca [50].
[Tocne 3TOoro mosBUIMCH COOOLIEHUS O BO3MOXK-
HOCTHU BO3HUKHOBEeHMSI MP BO BCcex aHaTOMUUECKHUX
obnactax, B T. 4. B Tene marku [35, 51].

ITepBoe onrcanue MP Tena maTku ObLIO Mpe-
craBneHo J. Albores-Saavedra et al. 8 1979 rogy.
Bcero Ha ceronHsaIHUN 1€Hb B MUPOBOH JIMTEPA-
Typ€ ONKUCAHO U HaMU MPOaHAIU3UPOBAHO OKOJIO
100 Habmronenuii ¢ 3Toi maronorueii [2, 36, 52-55].
CpenHuii Bo3pacT BOSHUKHOBEHHs JaHHOTO 3a00-
neBaHus okoio 60 jer [4, 8, 20, 23, 36].

Knuanueckue npossienus MP tena matku nmoxo-
KM Ha APYrUe TUCTOIOIMYECKUE OATUIIBI PaKa Teaa
marku. Kak nepBuuHoe nposiBneHue 60ie3Hu, 3aya-
CTYIO BBISBIISIETCS MaTOYHOE KPOBOTEUYEHHE, YTO
Ha0JI0/1a10Ch Y HAIEeH MAlMeHTKH, WU YKE OTMe-
YaroTCs KITIMHUYECKHE CUMIITOMBI, 00yCIIOBIICHHBIE
pacrpoCTpaHEeHHBIM OIyXOJIEBBIM IIporieccoMm [1-3,

8,20, 56-57]. uoraa 3aboneBaHuE MOKET COMPO-
BOXK/JIAThCsI PA3BUTUEM MTaPAHEOIIIACTUUECKUX CHH-
npoMoB: perunonarun [58—60], meMOpaHO3HOTO
rioMmepyinonedpura [56], cunapoma Kymmnra [61 ]
Y CUHJIpOMa HEaJICKBaTHOW CEKpeLrU aHTUINYpe-
TUYECKOro ropmona [1].

[Tpu BeIsiBneHMH MP Tena MaTku OTHUM U3 KITO-
YEBBIX 3TANIOB JUATHOCTUKH SBJISAETCS UCKIIIOUEHHE
HaJIMYUS IEPBUYHOTO OMYXOJEBOTO 0Yara B JIETKUX.
C »sroii nensto pekomennoBana KT OI'K, urto
1 OBLJIO BBHITIOJIHEHO y HaIllel MAlMeHTKH.

O creneHu pacupoCTPaHEHHOCTH OITYXOJIE€BO-
ro mpoLecca MOXHO CYAUTb MO pe3ylbTaram
JIOTIOJTHUTEIBHBIX UHCTPYMEHTAJIBHBIX METOJIOB
HCCIIEIOBAHMS: YIBTPA3BYKOBOTO HCCIIEIOBAHUS
(Y3U1), KT/MPT OBII, 3I1, OMT c B/B KOHTpa-
CTUPOBAHUEM, TO3ZUTPOHHO-3MHUCCUOHHON TOMO-
rpadun ¢ 18F-propnesokcurimokozoit (II3T-KT
¢ 18-F-®JII'), a Takke mpu cOYETaHUU METOIOB.
Hameii nmanuenTke Bce 3TU UCCIEAOBaHUS ObLIN
TAK>K€ BBIMOJIHEHBI.

BBuny orcyTcTBUs IaTOTHOMOHUYHBIX 1151 MP
TeJla MaTKA CUMIITOMOB, OKOHYATEIbHBIN IHarHO3
YCTaHABJIMBAETCSI METOAMU CBETOBON MUKPOCKO-
nuu 1 UI'X ¢ npumenenneM cnennpuueckux Map-
KEpOB.

MP Tena MaTKku MO CBOEW MUKPOCKOITMYECKOMN
CcTpyKType cxox ¢ MP nerkoro [3, 52]. IIpu cBe-
TOBOM MHUKPOCKOMUU (OKpacka reéMaTOKCUINHOM
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¥ D03MHOM) 3Ta OITYXOJIb MpeJCTaBiIeHa HEOO0Ib-
UMMM, OTHOCUTEIBHO OJHOPOJIHBIMH KJIETKAMH,
KOTOpbI€ MOTYT OBITH CTPYNIUPOBAHBI B BUJE
OCTPOBKOB, Tpabeky, GOpMHUPOBATH CETYATHIEC WIIN
COJIMIHBIE CTPYKTYpPhl. KIIETKH MEIKOKIETOUHOMU
KapIUHOMBI T€JIa MATKH OTIIMYAIOTCS HAPYILIEHHBIM
AIEPHO-LIUTOIIIA3MATUYECKUM COOTHOLUIEHUEM, ITPH
KOTOPOM BU3YaJIM3UPYIOTCS THIEPXPOMATHUUECKOE
SJIPO, IMEIOIIEE KPYTITYIO WIIA BEPETEHOOOPA3HYIO
(dbopMy, c MHO’KECTBEHHBIMH MUTO3aMH, U KpaiiHe
CKyJHas, IJIOXO pa3InyuMas [UTOIIa3Ma; SApPbIII-
KO HE3aMETHOE MJIU OTCYTCTBYET; OOBIYHO BCTpE-
qaroTcs OoJbIne MOis HEKpo3oB [8, 15, 22-23,
56-57, 62—-65].

Hecmotpst Ha TO 4TO nIHMarHo3 OOBIYHO ycCTa-
HABJIUBAIOT IIyTE€M OKpPAITUBAHUS T€MAaTOKCUINHOM
H 303UHOM, JononuuTeabHoe UI'X-uccnenosanne
cuMTaeTcsi 00s13aTeNIbHBIM JJI MOATBEPKICHUS
HENUPOIHTOKPUHHOTO MPOUCXOKICHUS OITYXOJIH
[66]. B HacTosiiee BpeMs HASHTH(QHUIIMPOBAH Psij
cnenuduueckux MI'X-mapkepoB: XpoMOTpaHHH A,
cuHanTto(pu3nH, HeHpoHcIenuduIeckas eHoIa3a
(NSE), CD56, nmutokeparuael — CK7, CK20,
C TIOMOILbIO KOTOPBIX CTAJO BO3MOKHBIM MPOBE-
nenue quddepennunansroii tuarnoctuku MP temna
MaTKH € APYTUMU THCTOJIOTUYECKUMHU ITOATUIIAMHA
[2-3, 5, 8, 14, 16, 2223, 28-31, 37, 56-57, 60,
62, 67-70].

BrimenepeunciieHHbIE MOPPOIOTUUCCKHE H
NTI'X ocobennocTr ObLTH 0OHAPYKEHBI U B HAIIIEM
ciy4ae, 4yTO MO3BOJIMJIO YCTAHOBUTH MPABUIIbHBIN
MOP(OTOTHUUECKUN TUATHO3.

Kpome Toro, umeroTcst CoOOIIeHUsT O CITydasix
pazButus MP Tena maTku, KOTOpbIe HE OBLIN CBsI-
3aHbl ¢ BUPYCOM MAaIlMJUIOMbI Y€JI0BEKa, HO MPH
NI'X-nccienoBannu xapakTepu30BaIuCh MOJIOKHU-
TeJIbHBIMU PEaKIUsAMU Ha p16 B OMyXO0JEBbIX KIIET-
Kax [5, 28, 36, 52, 57, 67, 69].

Jns anzkonud hepennupoanasix HIO ¢ Brico-
KOW CTEMEeHbI0 3JI0KAY€CTBEHHOCTHU, K KOTOPHIM
otHocutcss MP tema marku, Ki-67 cocraBisieT
>80 % [8, 28, 57], uTro cornacyeTrcs C JaHHBIMU
Hamred nmanueHtku: Ki-67 = 95 %.

BBuny peaxoit BCTpeuaeMoCTH JaHHOTO 3a00-
JIEBaHUS B HACTOSIIIEE BPEMS HE CYIIECTBYET €/1H-
HBIX PEKOMEH/IALHH 10 JIEUSHUIO TaKUX OOJBHBIX
[8, 52]. bonbmMHCTBO UccienoBaTeIe OPUEHTH-
pPYIOTCSl HAa KIIMHUYECKUE PEKOMEHJAllUU, pa3pa-
6oranusie 1yt MP nerkoro [24, 41-42].
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B mupoBoiil nureparype umeeTcss HeOOIbII0e
YHUCII0 MyOIuKaIuii, mocBameHHbpIXx MP Tena MaTku.
B ocHOBHOM, 3TO ONUCaHUs OTAEIBHBIX KIMHHYE-
CKHUX CJIy4yaeB C KOMMEHTapHUsMH, UTO HE MO3BO-
JISIET TIPOBECTU CPABHUTEIBHYIO OIICHKY A PEKTHB-
HOCTH UCIOJIb30BaHHBIX JICUEOHBIX U IUATHOCTHU-
YECKUX MOJIX0/10B. B KaXk70M U3 0myOIMKOBaHHBIX
KIMHAYECKUX HAOMIOACHUI BBIOOp TAKTUKH Jieue-
HUs O00obHBIX MP Tena MaTKu IpOBOAVIICS WH]IU-
BHAyalibHO [64, 71]. BBUIY arpeccuBHOTO Xapak-
Tepa OMyXOJIu, OTMEUEHHOTO OOIBIIMHCTBOM aBTO-
poB [1-4, 8, 14,22-24,27-34, 55, 72], u 60np110ii
CKJIOHHOCTH K T€Hepalii3alliy Mpoliecca yalle
BCEro MpHOETalT K KOMIUIEKCHOMY JICUEHHIO (pajIu-
KalbHasg omepauus c¢ nocueayroomedn XT u/unu
JTy4eBOH Tepanuei u, mpu HeoOXOTUMOCTH, — TOP-
MOHOTEpamnusi 10 nporpeccuposanus) [14, 20,
27-28,35-36, 38, 73]. CormacHo npeacTaBIeHHBIM
JAaHHBIM, TaKOW MOIX0J] o0yiajaeT HauOOJbIIeH
3¢ (PEKTUBHOCTHIO.

O0mbem onepaTuBHOrO BMeIaTenbecTsa npu MP
Tejla MaTKU COOTBETCTBYET TAaKOBOMY IIPH pake
Tesla MaTKHU JAPYTUX THCTOJIOTHUYECKHUX MOATUIIOB
U BKJIOYaeT B ce0s TOTANbHYIO SKCTHUPMAIUIO
MaTKH C MPUJATKaMHU, PE3EKIUI0 OOJIBLIOTO Callb-
HUKA, TA30BYIO U 3a0PIOMIMHHYIO TUMQOIUCCEK-
uuto [36, 74]. OgHaKo HEKOTOPBIE aBTOPHI CUU-
TaIOT, 4TO OOJBHBIX HU3KOIU(D(HepeHIIUPOBAHHBI-
mMu HDO onepupoBarh He cienyeT, Tak Kak
B MOMEHT JIUarHOCTUKH YK€ UMEIOTCS OTJaJIeH-
Hble MeTacTassl [75].

MHorue aBTOphl YKa3bIBAlOT Ha TO, YTO MPH
pacupoCTpaHEHHBIX CTaAUAX 3a00JICBAHUS WU
peuuauBax, 1mo anaigoruu ¢ MP nerkoro, nojkHa
ucnoib3zoBatbcss XT 1-i1 TUHUM B pexuUMeE:
EP/C (3Tromo3ua + nucrnnarus/kapoonnatus) [24,
41-42]. [IpaBUJIBHOCTH ATOTO MOAX0/IA TTOJTBEPXK-
JAI0T HECKOJIbKO HCCIeOBaHUN 00 yBEIMYEHUH
BBDKMBAEMOCTH OONBHBIX TPH JICYCHUU THO0 MOHO-
Tepanuei IIaTUHOM, TnO0 mpenapaTaMu IIATHHBI
¢ aTono3unoM. OTBET Ha TEPANUIO0 MOXKET J10CTHU-
ratb 50-79 %, HO, TeM He MeHee, ObICTPO pas-
BHUBAeTCs MporpeccupoBaHue 3adoneBanus. Kak
paBUIIO, IPOBOAUTCS He Oonee 4—6 KypcoB Tepa-
nuu [22, 56], Tak kKak OBUIO MOKAa3aHO, YTO MPHU
yBeIMYeHnU ux yucia OB nmauueHToB HE yiyd-
H1aeTcs M, KpOMe TOTo, OoJblliee YHUCIO KypCOB
XT accouuupoBaHO C XYyALIEH MEPEHOCUMOCTBIO
JIEKapCTBEHHOI'O JICUECHMUS.
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V Harieil marueHTKy yCcnenrHo Oblia mpuMeHeHa
cxema XT «EP», cymmapHo — 4 kypca, ¢ ToCTHxe-
HUEM IOJIHOTO PaJMOJIOTMYECKOTO OTBETA OITYXOJIH
Ha JICYEHHE U BHICOKUX MOKA3aTeNeil BBKUBAEMOCTH:
BBII He tocTUrHyTa M HA MOMEHT HallMCAHUSA CTaThU
COCTAaBJISIET MPAKTUIECKH J1Ba rofa (23 mect), a Menu-
ana OB — poBHO Tpu roma (36 mec+).

K coxanenuto, BBUy arpeCCUBHOIO T€UEHUS
3a0oseBaHusl, IEpBOHAYaIbHbIE OTBETHI HA JIEKap-
CTBEHHYIO Tepamnuio 1-ii TMHUU y OOJBIIMHCTBA
MaIMEHTOB COMPOBOXKAAIOTCS OBICTPBIM PELIUIUBOM
W/uim mporpeccupoBanreM. B kauecTBe nekap-
CTBEHHOM Teparuu 2-i JMHUU MOXKET paccMarpu-
BatbCs pexkuM X T « VACy» (komOMHaIMSI BUHKPH-
CTHHA, JOKCOpyOWIIMHA W IuKIodochamuma),
a takxke XT TonorekanoM. Hu onuH tepaneBTu-
YECKHUI areHT UM CXeMa He MOJIyYHIIU 0100peHus
PEeryaupyrommx OpraHoB JUIs JIEYEHUSI NAallHEHTOB
Huskogud depenunpoBanubiMu HI0, y KoTOphIX
He HaONIOaeTCsl OTBETA WM OTMEUAeTCs PEeLUIUB
nocsue AByX U Oosiee JIMHUM Tepanuu.

OrpaHn4yeHHOE YIy4dIIEHHE PE3yJbTaToOB IPH
WCIIOJb30BaHUHN COBPEMEHHBIX METOAOB JICUCHUS
Y TIOYTH HEM30eKHOE Pa3BUTHE PE3UCTEHTHOCTHU
u peruausa nocie XT 1-i TMHUU CTUMYIHPYIOT
MMOCTOSIHHBIA TIOMCK OoJiee d(pPeKTUBHBIX Tepa-
MEBTHUYECKUX MOAX010B. BO3M0OXHO, O aHamoruu
¢ MP weiiku matku [76—77] u MP nerkoro [78],
Tepanusi MHruOUTOpaMU UMMYHHBIX KOHTPOJIbHBIX
Touek, Onmokupyromumu PD-1 (Programmed cell
death-1, penenTop CUrHaIBbHOTO MyTH MPOTPaM-
MUpYyeMOii K1eToqHo# rubenu-1) (memOponuzymad,
HUBOJIyMa0), MOXKET yIy4YIIUTh PE3yIbTaThl JIeue-
HUA nanueHTox MP tena maTku.

B nocnennue roasl Bce 60bllie BHUMaHUS y/ie-
asieTcs pa3paboTke MOAXO0B C UCIOIh30BAHUEM
TapreTHOM Tepanuy. B kayecTBe nmpuMepa Takoro
MOAXO0/1a MOXKHO MPUBECTH TapreTupoBanue DLL3
(Delta-like ligand 3, nenbra-nogo0HsIif turang 3),
MO/IaBJIAIOIIET0 CUTHAIBHBIN MyTh Notch, KOTOpBIi,
B CBOIO OY€pEe/lb, YIaCTBYET BO MHOTUX OHKOTEHHBIX
KJIETOYHBIX MPOIIeCccax, TAKUX Kak mponudepanus
KJIETOK, UX TuddepeHInpoBKa, MOIYIAIISI UMMYH-
HOT'O MUKpPOOKpYkeHus [79-80].

I'mnepakcnpeccus DLL3 Ha moBepXHOCTH Kile-
ToK HU3KoaupepenuupoBanubix HO0, ¢ Munu-
MaJIbHOM SKCIPECCUEN UIIH €€ OTCYTCTBHEM Ha HOp-
MaJbHBIX KJIETKaX, CIIOCOOCTBYET POCTY HEUPOIH-
JOKPUHHBIX KJIETOK, YCUIUBAET UX MUTPALIMOHHYIO

OHkoruHekosiorus N° 4’2023

Y MHBA3HUBHYIO CIIOCOOHOCTBH, @ TAK)KE y4aCTBYET
B ()OPMHUPOBAHNH METACTATUYECKOTO U PE3UCTEHT-
Horo K JedeHuto peroruna HIO [81-85].

Bricokue ypoBuu skcnpeccun DLL3 Habmto-
JATOTCS TIPH PA3INIHBIX HU3KOAUPPEepeHITUPOBaH-
Heix HO0, nomumo MP nerkoro (85 % o6pa3ion
omyxoneit): nmpu HDO meiiku marku (81 %),
racTpodHTepoIaHkpearnieckoM pake (76,9 %),
HD5O0 npencrarensHoi xkemne3sl (76,6 %), a Takxke
IIpU HEUPOIHJAOKPUHHOM paKe MOUYEBOTO ITy3bIps
(68,0 %) [86-91].

Jns neuenns Huskoauddepennuposanupix HOO
B HACTOsIIIee BpeMst pa3pabaThIBAIOTCS M U3y4aroT-
cs B JOKIMHUYECKHX [82, 92-98] n KIMHNYIECKUX
[99—-110] uccienoBaHUsIX HECKOIBKO T€parieBTUYE-
CKUX MOJIeKyI1, HanesieHHbIX Ha DLL3. K Hum oTHO-
carcsi: ADCs (antibody-drug conjugates, KoHbIOTa-
ThI aHTUTEJIO-JIEKaPCTBEHHOE cpencTBO) — PoBa-T
(poBanmuty3ymaba tezupun) [82, 99-103, 108-109,
111-117]; TCEs (T-cell engager molecules,
MOJIEKYJIbI-aKTUBAaTOPbl T-KJIeTOK) — TapiaTamal
(panee n3BecTHBIN Kak AMG 757) [92-93, 98, 104—
105, 118], HPN328 [95-96, 106, 119-120], BI
764532 [94, 110], QLS31904 [121-122], RO7616789
u PT217; CAR (chimeric antigen receptor, XuMepHbIii
aHTUTEeHHBIN perientop) — AMG 119 [107, 118],
a Taoke CAR-NK-92 (CAR-transduced natural killer-
92 cells, CAR-mpeobpa3oBaHHbIE €CTECTBEHHbIE
Kwuiepsl-92) [97, 123].

Tak, nanpumep, DLL3-nanpasinennsie TCEs
MIPOAEMOHCTPUPOBATIN 0OHA ICKUBAIOIINE HAYAITb-
Hble poduIn 3PPEeKTUBHOCTH U O€30MaCHOCTH
B KIIMHUYECKUX HUccaenoBanmsX | Ga3el y marnueH-
TOB penuAuBUpyomuM/pedpakrepasiM MP nerko-
ro. Ilo nanueiM Paz-Ares L. et al. [104], cpenn
107 manueHToB, MOMYYUBIINX Tapiaramad, 4acTo-
Ta oobekTuBHOTO OoTBeTa (HOO) cocraBuna 23,4 %
(95 % noseputenbHbIi nHTEpBaI (95 % A1) 15,7—
32,5), BKIIrouas JBe MOJIHBIC U 23 YaCTUYHBIC perpec-
cuu. MeanaHa JJIUTETLHOCTH OTBETA COCTaBHIIA
12,3 mec. (95 % JIU 6,6—14,9). Konrpomns Hax 3a00-
neBanueM goctur 51,4 % (95 % AU 41,5-61,2).
Menuansr BBIT u OB cocraBumm 3,7 mec. (95 %
AN 2,1-5,4) u 13,2 Mec. COOTBETCTBEHHO.
HesxenarenpHble SIBJICHUS, CBI3aHHBIE C JICUCHUEM,
m000# creneHu TshkecTy BosHUKAU y 97 (90,7 %)
nanueHToB, 3-it crenenn — y 33 (30,8 %) manu-
eHTOB. JlaJIbHEHIIass OIIEHKa ATOM MHOT00O0EIIar0-
Iel MOJICKYJIbI TIPOAOIKACTCH.
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3akJrouenune

AHanu3 NOCTYNHOW MHUPOBOM JIMTEPATYpPhI
MO3BOJISIET CJeNIaTh BBIBOJI O ToM, yTo MP Ttena
MaTKH MpeACTaBIsieT OONBIIYIO MpodiieMy, Tpe-
Oyromryro Oosiee TITyOOKOT0 U3yUCHHS U IPHHSITHS
KOHCEHCYCHBIX PEKOMEH/Ialliil 0 BeJICHUIO U Jieye-
HUIO TaKUX OOJIbHBIX.

HakomnuieHHbie 3HaHUS 00 3THOJIOTUH, MTATOTe-
He3e, OMOJIOrMYECKUX CBOMCTBaX U 0COOEHHOCTIX
KJIMHH4YECKoro TeueHust MP Tena maTku mo3Bosisi-
10T MPAKTUKYIOUIUM BpayaM yCOBEPILIEHCTBOBATH
AJITOPUTMBI TUATHOCTUKH U MOAXOAbI K JICUCHHIO
stux penkux 3HO. OaHako oTcyTCTBUE paHIOMHU-
3UPOBAaHHBIX HCCIIEIOBAHUN B HACTOSLIEE BpeMs
JienaeT HeBO3MOXKHBIM BBIOOD HAMITYYIIIeTO Bapu-
aHTa neueHus. BeposTHo, yriyOneHHOE TOHUMaHKE

TUKH, B OyyIIeM TTIOMOXKET ONPEIEIUTh ONITUMAITh-
HYIO CTpareruro jedeHus OonpHBIX MP Tena
MaTKH.

TpeOyroTcst nanpHeIe UCCIe0BaHMS IO U3Y-
YEHHIO MPOTHOCTHYECKUX (PAKTOPOB M TIOUCKY
Hanbosee 3 (PEKTUBHBIX PEIKUMOB JICUCHHS 00JTb-
HbIX MP Tena matku.

[IpencraBneHHOe KIMHUYECKOE HAOIIONECHUE
SPKO JEMOHCTPHPYET, YTO COBPEMEHHBIE MOP(O-
snoruueckue n UI'X mMeTonsl uccienoBaHuii BO MHO-
TOM OMpEeNeNsAoT ycnex auarHoctuku MP tena
MAaTKH, 2 MHIUBUAYaIbHBIH OAX0 U KOMILIEKCHOE
JIeYEHUEe — 3TO OCHOBHBIC MPUHIIUIIBI TEPANUU
JUTsl TaHHOW KaTeropuu OO0JIbHBIX, YTO B COBOKYTI-
HOCTH TO3BOJIIET JOCTUYb HAMITYYIIUX PE3yJIbTa-
TOB M 00€CHEYHTh IIUTEIbHYIO BBIKHBAEMOCTD

ounonornn H30, 0COOEHHO MOJNEKYISAPHON TeHe- IaIlMeHTOK.
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