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PE3IOME

AnuTenuonaHas capkoma (3C) ABNseTCs KpaiiHe peaKuM 3a6oneBaHUEM, B COOTBETCTBUM C MOPHONOrMYECKUMU AaHHBIMU MOXET 6biTb
paspaesnieHa Ha NPoKCUMasbHbIN U AUCTanbHbIN TUM. MpokcumanbHblii Tun 3C (M3C) ByNbBbl BO3HUKAET U3 MOBEPXHOCTHbIX U FYGOKMX CNOeB
Hapy>HbIX MOJI0BbIX OPraHOB, MPOSABMAETCSA OAMHOYHBIMU U MHOXECTBEHHbIMU OMYXONEeBbIMU Y3/1aMU MATKUX TKaHEeN C y4acTKaMmn HeKpo-
3a U KPOBOWSMUSIHWSA, OT/INYAETCA arpeCCUBHbBIM TeHEHUEM U UMeeT He6naronpusiTHbIA NPOrHO3, 06YCNIOBNEHHbIN BbICOKOW CKIIOHHOCTbIO
K PasBUTMIO MECTHbIX PELIMANBOB U reMaToreHHbIX MeTacTasoB. AuddepeHunanbHbii uarHo3 NPOBOANUTCA C PasiMyHbIMU JOGPOKaYecTBeH-
HbIMW U 3710Ka4€CTBEHHbIMU HOBOOGPa30BaHUSIMU, KUCTON UM abCLLeCCOM 6apTONIMHOBOW Xeesbl, MaxoBbIMU U 6eipeHHbIMU FPbKaMU.
OKOHYaTesNbHbI AUarHo3 1 rmcToNIornyeckunin TUM onyxosn ycTaHaBnnBaeTcs Ha OCHOBaHMM MOPHONOrMYecKoro, UMMYHOTMCTOXMMUYECKOTO
1 MONeKyNApHO-reHeTnYeckoro nccnegosanuni. na N3C xapakTepeH COANAHbBIN POCT ONYX0M U3 KPYMHbIX M NNEOMOPGHbIX anmTenmona-
HbIX KJIETOK C KPYMHbIMU BE3UKYNSIPHBIMU SSAPAMUI U JIErKO PasfiMyMMbiMU 903UHODUIbHBIMU SAPbILLKAMU, TPU UMMYHOTUCTOXMMUYECKOM
nccneaoBaHuM oTMevaeTcs noteps akcnpeccun SMARCB1 (INI1, BAF47), a Takke No3uTMBHas akcnpeccust EMA, BUMEHTUHA 1 KepaTWHOB,
HepeaKo HabntoAaeTCca NONOXUTENbHAs peakLyWs Ha okpalumBaHue CD34 npu oTCYTCTBUM SKCTIPECCUN APYTUX MapKepPOB 3HAOTENUS, TaKUX
kak CD31 u FLI-1. KnuHnuyeckas KapTuHa 1 0CO6€HHOCTU TeYeHUs 3a601eBaHUs MO3BONSIOT 3anoA03puTb MAC 1 pacluMpuTb NaHe b UMMY-
HOMMCTOXMMUYECKNX MapkepoB. CBOEBPEMEHHOE 1 TOUHOE BbISiB/IEHNE JaHHOW OMyXONK UrpaeT KIOYEBYIO PONb B Y/y4LLEHUW pe3ynbTaToB
JleYeHms, NOBbILLEHNN Ka4yecTBa XWU3HM NaLUEHTOB N CHUXXEHWUN YPOBHSA CMepTHOCTW. OfiHaKo 13-3a cBoeit peakocTu npu M3C ByNbBbl UMEOT
MECTO 06BEKTUBHbIE ANArHOCTUYECKME TPYAHOCTU B KIIMHUYECKMX M MOP]OSIOrMYeCcKUX acnekTax. Xupypruyeckoe BMeLLaTeIbCTBO OCTa-
eTcA rNaBHbIM METOAO0M JIeYEHNS 3TON NaToNOrMMK, U 0 HAaCTOSALLLEro BPeMeHMN HET YeTKO YCTaHOBJIEHHbIX peKOMeHAaLMii No ONTUManbHo
TaKTUKM NneyeHus 60bHbIx ¢ MIC BynbBbl. B AaHHON pa6oTe NpeAcTaBfieH KIMHUYECKUIA Criyyait ieyeHnst 65-neTHen nauneHTKM, y KoTopoin
HeTUNMYHaA KNMHUYecKas KapTMHa Npu peumanee onyxonn By/ibBbl SBUNACh OCHOBaHUEM A8 paclUMpeHUst MPUMEHSeMbIX AN UMMYHOM -
CTOXMMMYECKOro UCCnefjoBaHNsA MapkepoBs, MO3BOMBLLEro AnarHocTuposaTtb M3C BybBbI.

KnioueBble cnoBa: BynbBa, CapKoMa, MPOKCMMasibHasa anuTeNnonaHasa capkoma, UMMYHOrMCTOXMMUYECKOE UCCefoBaHne, Xupypruye-
CKOe JiedeHune
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CLINICAL CASE REPORTS

Proximal epithelioid sarcoma of the vulva
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ABSTRACT

Epithelioid sarcoma (ES) is an extremely rare disease that, according to morphological data, can be divided into proximal and distal types. The
proximal type of ES (PES) of the vulva arises from the superficial and deep layers of the external genital organs, manifests as single or multiple
soft tissue tumor nodules with areas of necrosis and hemorrhage, is characterized by aggressive behavior, and has an unfavorable prognosis due
to its high tendency for local recurrence and hematogenous metastasis. Differential diagnosis is performed with various benign and malignant
neoplasms, cysts or abscesses of the Bartholin gland, and inguinal and femoral hernias. The final diagnosis and histological type of the tumor
are established based on morphological, immunohistochemical, and molecular genetic studies. PES is characterized by solid tumor growth
composed of large and pleomorphic epithelioid cells with large vesicular nuclei and distinct eosinophilic nucleoli. Immunohistochemically, loss
of SMARCB1 (INI1, BAF47) expression is observed, along with positive expression of EMA, vimentin, and cytokeratins; a positive reaction for
CD34 staining is often noted in the absence of expression of other endothelial markers such as CD31 and FLI-1. The clinical presentation and
disease characteristics may suggest PES and justify the expansion of the immunohistochemical marker panel. Timely and accurate detection
of this tumour plays a key role in improving treatment outcomes, enhancing patients’ quality of life, and reducing mortality. However, due to its
rarity, PES of the vulva presents objective diagnostic difficulties in both clinical and morphological aspects. Surgical intervention remains the
main method of treatment for this pathology, and to date, there are no clearly established recommendations regarding the optimal management
strategy for patients with PES of the vulva. This paper presents a clinical case of a 65-year-old patient whose atypical clinical presentation of
recurrent vulvar tumor served as the basis for expanding the panel of immunohistochemical markers, which allowed for the diagnosis of PES
of the vulva.
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AKTYAJIbHOCTb

Capkombl BynbBbl (CB) 0THOCATCA K pefikMM 3/10Ka-
YeCTBEHHbIM ME3eHXMMaJlbHbIM OMYyX0sM, KOTOpble
XapaKTepu3yHTCS MHTEHCUBHBIM POCTOM, ABEHUAMMU
pacnaga v BbICOKMM MOTEHLMANIOM reMaToreHHoro Me-
TacTa3upoBaHusi. B cTpykType 3aboneBaemMoCcTy 3/10Ka-
YeCcTBEHHbIMU HOBOGPa30BaHUAMM BYNbBbI Ha A0SO
CapKOM MO AaHHbIM pPasfiMyHbIX aBTOPOB MPUXOANUTCSA
He 6onee 1-3 % [1, 2]. AnuTenmomnaHana capkoma (IC)
npeacTaBnseT cobon ofHy U3 Hanbosnee pefKo BCTpe-
YaloLLMXCH CapKOM BYJIbBbl, XapaKTepu3yeTcs arpeccus-
HbIM Te4YeHneM. B cooTBeTCTBUM C MOPDONOrMyecKumMn
JaHHbIMK 3C MOXET 6bITb pa3fefieHa Ha MPOKCUMManb-
HbIA U AUCTaNbHbIA TUNbl. B faHHON cTaTbe onMcaHo
pefKoe KAMHUYecKoe HabnoaeHne NpoKCMMarnbHOM
anuTenmounaHoi capkoMbl (M3C) BYNbBbI, KIMHUYECKOE
TeyeHune U NOAXOAbI K NeYEeHUIO KOTOPOI HeA0CTaTOYHO
M3y4yeHbl 13-3a HE6ONbLLOMO KOJIMYecTBa NauUeHTOB
1 KOPOTKOro nepuoga HabnogeHns 3a HuMum [3, 4].

OnucaHue KNMHNYECKOro HabniogeHus

KnuHnyeckoe HabntogeHve M3C BynbBbI Y Nauy-
eHTku C., 1959 r.p., npoxoamBLuen nedyeHne B GIrby
«HMWL, oHnkonorum um. H. H. BnoxmuHa» MuHsapa-
Ba Poccuun. NMpoBeaeH aHanus npeacTaBieHHbIX
B UCTOpUM 60/1€3HM AaHHbIX PU3MKaANbHOrO OCMOTPA,
nabopaTopHbIX U MHCTPYMEHTabHbIX METOA0B 06-
cnepoBaHus, MOphOIOrMYecKoro, B TOM 4Yucre uM-
MYHOIMCTOXMMMUYECKOIO UCCIef0BaHNN, OTAANEHHbIX
pes3ynbTaToB leYeHus.

MaumeHTKa obpaTunacb B NOJIMKAMHMYECKOE OT-
nenernne HMUL, oHkonorum um. H. H. bnoxuHa B mae
2019 r. ¢ xano6amu Ha Hannyme o6bLEMHOro o6paso-
BaHWsi B 0611aCTW ByNbBbl. I3 aHaMHe3a U3BECTHO,

4yTO naumneHTka B Mapte 2019 r. oTMeTUNa ynnoTHeHne
B 061acTu IeBol 60/1bLLOK NON0BOW ry6bl. o MecTy
XUTENbCTBA B MEAULMHCKOM yupexkaeHun 6bina npo-
n3BefeHa NyHKLUUOHHas 6uoncus, uMtonoruyeckas
KapTuHa pacueHeHa KakK afeHoKapuuHoma ¢ yvacT-
KaMu NaocKokeTo4yHoro paka. lMpu nccnepoaHnmn
roToBbIX LUuTOonornyeckmux npenapartos 8 HMUL, oH-
Konornun um. H. H. BnoxunHa BbiiBfIeHHble U3MEHEHUSA
MHTEpPNpeTUpPOBaHbl Kak MenaHoMma. MNpwu onpoce nawuu-
€HTKW YCTaHOBJIEHO OTCYTCTBME OTArOLLEHHON Hacnea-
CTBEHHOCTM MO OHKOJIOrMYeCKMM 3ab60neBaHUsIM, Me-
Homay3a c 52 neT, B aHamMHese 2 6epeMeHHOCTU: O4HU
poAbl M OAMH MeLMULMHCKMUIA abopT. MNpu dusnkanbHOM
uccnefoBaHUM BU3yasbHO M NanbnaTopHo 6b1S10 Bbi-
AIBNIeHO 6€360/1e3HEHHOE NIIOTHO-3/TaCTUYECKOW KOH-
CUCTEHLUUN CMeLLaeMoe onyxoneBoe o6pa3oBaHue,
pasmMepamun Ao 2 CM B AnameTpe, lokanusyoLieecs
B CpeAHel TpeTu NeBoit 60NbLION NOJIOBOW ry6bl.

Mo pelleHno OHKONOrMYEeCKoro KoHCuInymMa na-
LMeHTKa 6blna rocnutanusupoBaHa B OTAENEHNE OH-
KormHekonorum HMWL, oHkonoruun H. H. Bnoxuna ana
XUpypruveckoro neyexus. B noHe 2019 r. BbINOAHEHO
onepaTMBHOE BMeLLATENbCTBO B 06beMe LUMPOKOro
ncceveHns onyxosnu ByfbBbl NO TUMNY FrEMUBYNbBIKTO-
MUK crneBa, BUONCUN CTOPOXEBOTO IMMdaTUYECKOro
y3na c Ucnonb3oBaHUEM pagnon3oTOMNHOro MeToAa.

Makpockonuyecku onyxosb Npeacrasnsna cobon
obpasoBaHue, pasmepamu 2,5 x 2 x 1,5 cm, Ha pas-
pese B BMAe CNMBaOLUXCA Yy3/10B PO30BATO-CEPOro
M XenToBaTo-Ceporo uBeTa, MArKomW U MAOTHO-
3/1aCTUYHON KOHCUCTEHLUW, C NPOXUIKaMU 6eecoro
Buaa. MMKpockonuyeckum onyxonb 6bina npepacTas-
JleHa CoNnAHbIMMU pa3pacTaHUSIMU U3 KPYMHbIX NOJU-
MOpPGHbIX 3aNUTENNONOA06HbIX KNeTok (puc. 1), UTo He
NPOTMBOPEYUIIO CTPOEHUIO MENaHOMbI.

Puc. 1. MneomopdHbie anuTenuongHble
oryxosieBble K/I€TKM C 903MHODUIIbHON
uuTonnasmMon U yBeNUYEHHbIMU Be3n-
KYNAPHbIMX AAPaMU C BblpaXKeHHbIMM
AAPbILLKaMK

(H&E, yB. x40).
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OZHOMOMEHTHO C OMyXOJbto BYJIbBbI 6bIJ10 MPO-
BefeHO 6unaTtepanbHoe yfaneHne CTOPOXEBbIX
nmMmdoysnos. 1N UCKIIOYEHNS MeTacTaTUY4ECKOro
nopaxeHus nocnegHux nposepeHo UIMX ncenepo-
BaHue ¢ Melan A, HMB45 u tyrosinase. 9kcnpec-
CUU BbiLLENEPEYNCTIEHHbIX MapKepPOB 06HapyXeHO
He 6b1n10.

Puc. 2. PeunansHas onyxonb BY/bBbl

Takum o6pasoM, 6bln yCTaHOBNEH AMarHo3 mMena-
HOMbI BY/IbBbl 6€3 MeTacTaTU4YeCcKoro nopaxeHusi
CTOPOXEBbIX NUM@aTunyeckux ysnos. NpuHnUMas Bo
BHVMMaHMe NOKasiM30BaHHbIN XapakTep onyxonu, 6b110
NMPUHSITO peLleHne 0 CTPOroM ANHAMUYECKOM HabJto-
JeHun, BKJoYalolleM B cebsa exxekBapTalibHblii Ooc-
MoTp, Y3U/MPT/KT opraHoB Manoro Ta3sa, 6ptoLLHOM
NOSIOCTU U TPYAHOMN KNETKN C BHYTPUBEHHbIM KOHTpa-
cTupoBaHueM unu NIT-KT Bcero Tena.

B aBrycte 2020 r. naumMeHTKa 0OTMeTWa NOSABAEHNE
y3710BOro 06pa3oBaHus B NPOeKLK MocieonepaLmoH-
HOro pybLa MArkux TKaHen MpoMeXXHoCcTU. OHKONOromM
no MecTy XXMTeNbCTBa NaLueHTKa 6blna HanpaBneHa
Ha KoHcynbTaumto B HMULL oHkonoruu um. H. H. bno-
XWHa, OQHAKO MO NPUYUHE pasBUTUSA KOPOHABUPYCHOM
NHEBMOHUM NaLMeHTKa obpaTuiachb 3a MeaULMHCKOWN
NOMOLLbH TOSIbKO B HosI6pe 2020 r.

Mpu rMHeKonornyeckoM ocMoTpe onpeaensnachb
dedopMauusa HapyXHbIX MOMOBbIX OPraHoOB 3a CYET Ha-
NMYna 06beMHOro 06pa3oBaHNsa B TOMLLE MSATKUX TKa-
Heln 1eBON NOMIOBUHbI BYNbBbI MIOTHON KOHCUCTEHLMK,
ManonoABUXHOro, paamepamu o 12 cM B AnaMeTpe,
KOXa Hap, KOTopbIM 6blfla He U3MeHeHa, Co34aBasioch
BreyaTNeHune, YTo C KOXHbIM pybLIOM oryxosieBoe obpa-
30BaHue He cBA3aHo (puc. 2). OcMoTp B 3epkanax 6bin
HEBO3MOXEH MO MpUYNHe caaBfeHMs BXxoAa BO Bnara-
nuue onyxonbto. ManbnaTopHO MHPUILTPaLUS PeKTo-
BarnHanbHoOW Neperopogku oTCyTCTBOBanNa, CamsucTas
NPAMOW KULLKK B NPOEKLUM ONYyX0Nn NpefAcTaBnsnach
Hen3MeHeHHON, yBENUYEHUS N USMEHEHUS KOHCUCTEH-
LMK NaxoBbIX IMMdaTUYECKUX Y3/I0B OTMEYEHO He 6bIso.

Mo aaHHbIM Y3W MArknx TkaHen NpoMeXXHoCTH
B TOJLLE NIeBOI 6OMbLUIOI NOJIOBON ry6bl BU3yanusunpo-

Puc. 3. MPT opraHoB Masoro Tasa ¢ BHyTPUBEHHbIM KOHTpacTMpoBaHWeM B Tpex npoekuusx (A, b, B): 06HapyXeHo MHoroyanosoe
o6pasoBaHne HEOAHOPOAHOM CTPYKTYpbI B NEBOI 60/bLLON NONOBOM ry6e (yKasaHo CTpesnikamu), pasmepamMu o 55 x 78 x 99 mm,
npunexatyee K N106KOBO-MPSMOKMLLEYHOW MblLLLE ClieBa U K AUCTaNIbHON YaCcTu MoYencnyckaTenbHoro kaHana 6e3 npusHakoB

€ro niBasumu
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BasioCb 06pa30BaHMWE, C YETKUMU, POBHbIMU KOHTYpa-
MM, C KPOBOTOKOM, paamepamu 11 x 6 cM. 1o pesynbTa-
TaM MPT opraHoB Manoro Tasa C KOHTPaCTUPOBaHNEM
B 0611acTy neBow 60/bLION NONOBOM ry6bl onpege-
NANOCb MHOroy3n0Boe o6pa3oBaHNe HEOLHOPOLHOM
CTPYKTYPbI, C YETKUM KOHTYPOM, O6LLMMU pa3Mepa-
MU 10 55 x 78 x 99 MM, C NpM3HaKamMu orpaHuyeHuns
onddy3nmn n akTMBHOro HEOQHOPOLHOIO HAaKOMEHNUS
KOHTpacTHoro npenaparta. O6pasoBaHue npunexano
K JIOBKOBO-NPAMOKULLIEYHOW MblILLLIE CNIEBA, C MOJO3pe-
HWEM Ha MHBA3WUIO NOCNEAHEN; K AUCTAaIbHOM YacTun
MoYeuncnycKaTe/lbHOro kaHana 6e3 NpuMsHakoB UHBa-
31K, a TaKXXe OTTeCHsNa n AepopMmpoBana HUXHHOK
TpeTb Bnaranuua 6e3 siBHbIX NPU3HaKOB UHBA3UMU.
TazoBble U nNaxoBble NMUM@aTUYecKue yabl He 6binn
n3meHeHbl (puc. 3).

MauneHTKe 6bla BbINO/IHEHA KOP-6UMOMCUSI OMNYXO-
neBoro o6pasoBaHus BynbBbl. [1py MTMCTONOrMYECKOM
MNccnefoBaHUM BbisiB/IEHA SNMUTENMONAHOKIIETOYHas
0onyxoJib, YTO HEe MPOTUBOPEYUIIO PeLnamnByY anuTe-
NMOMAHOKIETOYHON MenaHoMbl. OHaKo, MpUHMMas
BO BHMMaHWe xapakTep TeYeHus 3abosieBaHus, Ku-
HUYECKYIO KapTUHY Me3eHXMMaNbHOW onyxonu 6es
nopaxxeHua anuaepmuca Assi OKOHYaTeNbHOWM Bepudu-
Kauuu gmarHo3a 6bis10 NpoBeAeHO AOMONHUTENIbHOE
MMMYHOIMMCTOXMMUYECKOE UCCriefoBaHne Ha MaTe-
puane NepBUYHOW OMyXONN C UCMONb30BaHNEM Map-
kepoB: S100, HMBA45, synaptophysin, chromogranin A,
S0X10, CK18, panCK, MelanA, CK7, CD34, BerEP4, Ki67,

vimentin, CK20, CD31, desmin, EMA, FVIIl. B onyxo-
NeBblx KneTkax 6bina BbiaBneHa anddysHas Bbipa-
YXeHHas akcnpeccus Mmapkepos: vimentin, CD34, EMA;
cnaban dokanbHaa akcnpeccuss MmapkepoB: CD31,
chromogranin A, CK18, panCK, Melan A. B onyxone-
BbIX KfeTKax He BbliBfleHa 9KCMpeCccuss MapKepos:
S100, HMBA45, synaptophysin, SOX10, CK7, BerEP4,
CK20, FVIII, desmin. UHgekc nponudepaunmn onyxo-
nesbix knetok (Ki67) coctaBun 24 %. UrX-uccnepo-
BaHue ¢ mapkepoM INI 1 Ha MOMEHT nccnegoBaHua
B nabopatopum HMUL, oHkonorum um. H. H. BnoxuHa
He NPOBOAMIIOCH MO TEXHUYECKUM NPUYMHAM, OQHAKO
Koakcnpeccua Mmapkepos vimentin, CD34, EMA, npu
OTCYTCTBMM AMArHOCTUYECKM 3HAYMMOWM SKCNpeccum
MapKepoB, XxapaKTepHbIX AN APYrUX 3/10KaYeCTBEeH-
HbIX HOBOO6Pa30BaHMWI CO CXOLHbIM FMCTONOMMYECKUM
CTPOEHUeM, MO3BOSINIIO PaCLEHUTb NpeAcTaBieHHbIN
MOpP(HOMMMYHOGhEHOTUMN ONYXONEBbIX KNIETOK Kak 60-
nee cootBeTcTBYtOW MM M3C.

Mpu KOMMNNEKCHOM 06CnefoBaHUN NaLUEHTKH,
B TOM uucne no pesynbrartam MNIT-KT, gaHHbIX O pe-
rMOHapHOM WM OTAANIeHHOM MeTacTasupoBaHUU He
nonyyeHo. O6CyXAeHNe Ha OHKOJIOTMYECKOM KOHCH-
NIMYME: C Y4eTOM JI0OKaNbHOro XxapakTepa pacnpocTpa-
HEHWSI pPeLMANBHOM ONYXON MMCTONOMMYECKOro Tmna
M MECTHOMO arpecCcuMBHOINO TeYEHUS 6bINI0 NMPUHATO
peLleHne O XUPYPruyecKoM NIe4YeHUN ¢ 60nee LUIMPOKUM
OTCTYMOM OT BUAUMOM rpaHuLbl onyxonu. B nekabpe
2020 r. BbINOSIHEHO yAaneHne peunanBHON Onyxosnum

Puc. 4. Makponpenapart: A - yaaneHHas peLuamBHas onyxosb ByNbBbl; b — onyxonb Ha pa3pese
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BM3yanbHO B Npefenax 340pOBbIX TKaHen, ¢ 3annaHu-
poBaHHbIM OTCTYNOM He MeHee 2 cM (puc. 4). Onepa-
Lus 3aBepLUeHa UCCEYEHMEM MOJIOBbIX Fy6 NPOTUBO-
MOJTIOXXHOMN CTOPOHbI C LieNbio KOPPEKLUM BblpaXKeHHOWM
nocneonepauMoHHo agedopmanmm 061acTv BYbBbl.
OnepaunoHHbIA MaTepuan 6bin NpeacTaBneH dpar-
MEHTOM BYJIbBbl C NpUAEXaWNUMN MATKUMU TKaHAMU
o6wWmmMu pasamepamm 14 x 14,5 x 8,0 cM. B MArkux Tka-
HAIX onpefensancs cy6annaepmMasnbHO PacrnooXeHHbIN
onyxonesbli y3en pasmepamm 10,5 x 6 x 6,5 cMm, € OKpy-
rMbIMU OTHOCUTENIbHO YETKMMM rpaHnuyaMun B Buge
CNMBaloLWMXCA [ONeK CepoBaTO-KOPUYHEBOW TKaHU
C NPOXMNNKaMu XenToro LBeTa, NN0THO-31aCTUYHOWN
KOHCMCTEHUNU. MUKPOCKONUYECKN ONyXoNb bHblna
npeacTaB/ieHa CAMBaOWMUMNUCA Y31aMmn U3 KPYMHbIX
3NUTENMONOAO6HbIX KNETOK, pa3aeneHHbIMu Gnbpos-
HbIMM NEeperopoKamMm ¢ BblpaXeHHON NMM@oLUTapHoO
UHOUNbTPauMeit. B LeHTpe 1 Ha nepudepun JONbKOBbIX
CTPYKTYp o4aru Hekposa. MuToTuyeckas akTUBHOCTb
focturana 20 fm/10HPF. Onyxonb BpacTana B ceTyatblil
cnow fepMbl. He 06Hapy)xeHO BpacTaHus B anuaepmuc,
NPU3HAKOB aHrMonMM@aTuyeckon n nepuHeBpasbHON
nHBa3uu. Mopdonoruyeckas KapTuHa He NPOTUBOPeYU-
na peumngamsy M3C. Bo Bcex 60KOBbIX Kpasix pe3ekLumm
BY/IbBbI U INy60KOM Kpae pe3eKLnmn MOLKOXHOMN KieT-
YaTKe ONyX0JSIEBOro POCTa He 6bIN0 06HAPYXXEHO.
YuntbiBasa pesynbTtaT naTosoro-aHaTOMMYecKoro
nccnepoBaHuUs onepauMoHHOro MaTepuana, KinHu4e-
CKoe Te4yeHue 6051e3HM, OTCYTCTBME AaHHbIX O MeTacTa-
TU4YeCKOM nopaxeHuu rno pesynoratam MNIT-KT, pewe-
HWEM OHKOJOrMYECKOro KOHCUNNyMa naumeHTka 6bina
ocTaBfneHa noj HabnogeHMeM OHKoJlora no MecTy
xutenocTea. B gekabpe 2023 r. no pesynbratam Y3U
B MSAITKMX TKaHSIX B NPOEKLUUN NIEBOIN ArOANYHOMN 06-
nlacTu BM3yanusnpoBanocb KNCTO3HOe 06pa3oBaHue,
pasmepamu fo 0,5 cm B gnamertpe. o pesynbrtaTtam
LMTONIOrMYECKOro uccnefoBaHus nyHKTaTa onvcaH-
Horo o6pasoBaHuUsi ONyXOMEeBbIE 3/IEMEHTbI He onpe-
nenanucb. BoinonHeHo M3T-KT ¢ 18-OA — AaHHbIX
0 HaNMyMKM 04aroB NaToNIOrMYECKOM METaboNMYeCcKn
aKTUBHOM OMyXONeBOM TKaHWU He 6blN10 NosyyeHo. MNa-
LIMEHTKA Ha AaHHbI MOMEHT HaxoauTca nog Habnoge-
HMeM 6e3 MPU3HAKOB peLiManBa U NMPOrpeccMpoBaHms.

OBCYXAEHME

CapkoMbl BynbBbl B COOTBETCTBUM C FTMCTONOIMYe-
CKOM Knaccudukaumen onyxonein BcemupHon opra-
HW3auuKn 3gpaBooxpaHeHmnsa (BO3, 2020) BkntoyatoT
pasnunyHble No KIANHUYECKOMY TEYEHUIO, TUCTONOrU-
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YeCKOMY 1 UMMYHOIMCTOXMMUYECKOMY Npoduto 310-
Ka4yeCTBEHHbIE OMyX0su, K KOTOPbIM OTHOCAT afbBeo-
NAPHYIO cCapKoMy, pabaoMMocapKoMmy, aNUTENMONIHYIO
CapKoMy, NeoMMocapKoMmy, IMnocapKomy, Bbibyxato-
wyto aepmaTtodmbpocapkomy 1 ap. [5, 6].

9C aBnseTcs YpesBblYaNHO pefKON 3N10KaYeCTBEH-
HOW ONYXONbIO MATKMX TKaHew C arpecCUBHbIM TeYeHU-
€M, KOoTopasi MOXeT 6bITb pasfiefieHa Ha NpoKcUMarb-
HbI W AMCTanbHbI TMM. MpokcumanbHbli Tun 3C (M3C)
Yalue BCTpeyaeTcs B 061acTv Ty/I0BMLLA U NIOOKa, a AnC-
TanbHbI 3C — B BEPXHUX U HUXKHUX KOHEYHoCTsAX [7].
M3C MOXeT BO3HUKATb U3 NMOBEPXHOCTHO U M1y6oKO
pacnofioXXeHHbIX TKaHeW BYNbBbl, NPOSIBASAACH B BUAE
OAMHOYHbIX UM MHOXECTBEHHbIX Y3€/IKOB C o4aramu
Hekposa u kposonsnusaHusa. MN3C ByNbBbI ABNseTCA
60nee arpeccMBHO onyxosbto [8], Npu aTOM KAUHK-
yeckoe TeyeHne IC ByNbBbl HEAOCTATOYHO U3YYEHO
13-3a He6OMbLIOrO KONIMYECTBa NaLUEHTOB U KOPOTKOMO
nepuoga HabnoaeHWs 3a HUMK. [laHHas onyxonb uMeeT
MHOXECTBO CXOXMX NPU3HAKOB C pasnnyHbIMU J06PO-
KayeCTBEHHbIMW U 3/T0KaYeCTBEHHbIMW HOBOO6Pa30Ba-
HUAMM, BKJTHOYas KOJIbLIEBUAHYIO FpaHyfiemMy, MenaHo-
MY U 3NUTENNOULHbIE COCYAUCTbIE HOBOOOPA30BaHMS,
N MOXET 6bITb KJIMHUYECKM OLIMGOYHO AMArHoCcTUpo-
BaHa Kak f06poKayecTBEHHasi Onyxosb, B TOM Yucne
KUCTa unum abcuecc 6apToNMHOBON Xenesbl, NaxoBble
unu 6efipeHHbIE rPbXM UK apyrue o6po- 1 3nokave-
CTBEHHbIE OMyX0NM MArKMX TKaHeit [9, 10]. B yacTHoCTH,
B NpeACcTaB/IeHHOM HaMU HabOAEeHNM NEPBUYHO ONy-
X0Jb 6blNa pacLeHeHa Kak MenaHoma U KJIMH1M4eckas
KapTuHa He NPOTMBOpPEeYUnsia 3TOMYy AnarHoay.

OKoH4YaTesNbHbIN AMarHO3 3aBUCUT UCKNKOYUTENb-
HO OoT natoMopdonornyeckoro nccnegosanus. N3C
XapaKTepuayeTca CONMAHbIM POCTOM M3 KPYMHbIX
1 MHOrAa NieoMopdHbIX 3NUTeNMONAHbIX (KapLMHOMO-
MOAO06HbIX) KNETOK C KPYMHbIMU BEe3UKYNIAPHbIMU
AApPaMn 1 Nerko pasnymMMbiMU 303UHOPUNbHBIMU
AapblwkaMu. HacTo BCTpeyaroTcsi MATHUCTbIE o4aru
HEKpO3a OMNyXo/u, HO B OT/IMYME OT AUCTaNIbHOMo Noa-
Tvna npu N3C He hopmMUpyeTca XxapaKTepHbI NCeBao-
rpaHynemaTo3Hblv naTTepH. MNpu auctansHoM Tune 3C
KNETKU UMEIOT MeHee BbIpaXKeHHYIO SAEepPHYIO aTUMuio,
XOTS1 OHM MOTYT Ka3aTbcs 60s1ee nieoMopdHbIMU Npu
peunameax unu metacrasax [11, 12]. Knetku ¢ pa6-
JOWAHbIMM YepTaMn BCTpeyaroTcs B 06enx dpopmax,
HO OHM Yalle HabnoJalTea B NPOKCMManbHOM MNog-
Tune. IMMyHOrMCTOXMMUYECKOE UCCNeOBaHNUe CIy-
XXUT BaXHbIM UHCTPYMEHTOM B AnddepeHumnanbHom
anarHocTtuke 3C, rae KOYeBbIM MapKkepoMm ABNAET-
ca pudodysHas noteps akcnpeccun SMARCB1 (INI1T,
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BAF47) n nonoxwuTtenbHaa codeTaHHas aKCrnpeccus
BMMeHTUHa, EMA 1 kepaTuHos [13]. Takxe B xofe uc-
cnepoBaHus Guillou L. n coaBT. 6b1/10 BbISBNEHO, YTO
B 60nee YeM nNonoBuHe cnyyaes nNpu IC HabnogaeTcs
MOMOXWUTeNbHas peakums Ha okpalunsaHue CD34 [14].
B 10 >xe BpeMs Apyrve Mapkepbl SHAOTENUS, TaKmne Kak
CD31 u FLI-1, 06bI4HO He BbisiBRA0TCA [15, 16].

BbI60p MMMYHOMMCTOXUMMUYECKUX MapKepoB Ans
yCTaHOBJIEHWNS AMarHo3a MOXeT UMeTb KJItoueBoe
3HayeHwue. Npu nnaHupoBaHun UM X-uccneposaHus
Heo6X0AMMO YUUTbIBaTb KIIMHUYECKYHO KapTUHY 1 0CO-
6EHHOCTM TeueHUs 3a6oneBaHus], YTO NO3BOMUT pac-
LUMPUTb NaHenb NPUMEHsieMblX MapkepoB. B aHanu-
31PYEMOM KIMHUYECKOM Crly4ae TONbKO HeTUMMUYHas
BU3yasibHasi KapTUHa npu peLuamnee, ero nokanunsaums
N CPOKW pasBUTUA NOC/Ee NEPBUYHOIO fleYeHuns, ABK-
NICb NOBOAOM AN UCMONIb30BaHUA pacCLUMPEHHOMN
naHenu UIMX-mapkepoB. IMEHHO 3TO B KOHEYHOM uTOre
MO3BOJIMO YCTAaHOBUTb NPaBU/bHbIN ANarHos.

B nccnepoBaHuAx aBTOPOB NpU NPOBEAEHUN Liu-
TOreHeTU4ecKoro aHanuaa y naumneHTok ¢ M3C 6binun
06Hapy>XeHbl aHOMasnuu B 061acTv ANUHHOIO nieya
22 XpOMOCOMbI, NPOAEMOHCTPUPOBaHa MHaKTUBaUus
reHa-cynpeccopa onyxonu SMARCB1/INI1, pacnono-
KEeHHOro Ha 22q [17, 18].

B pa6oTe Chokoeva A. 1 coaBT. 6b1710 OTMEYEHO,
4YTO Cpeau CapkoM BYJNIbBbl Haubonee arpeccuBHoe
TeyeHue Habnwganocb y 3C, a camoe 6naronpuaT-
Hoe — y nunocapkoM [19]. CornacHo nuccnefoBaHuaM
akTOpaMun HebnaronpusTHOro nporHosa 3C ABNs-
OTCS1 MEePBUYHbBIN pasmep onyxonu 6onee 2 cMm, rny-
60KO0€e pacrofioXXeHne U Hanmuyne HeKpo3a, onyxonu
BbICOKOW CTereHn 3/10Ka4eCTBEHHOCTH, CocyancTas
n numdoBacKynsipHas UHBasusl, paHHee MeTacTasmpo-
BaHue, HepaanKanbHbIA TUM XMPYPru4ecKoro BMeLLa-
TenbcTBa [7, 20, 21]. B uccnepnosaHuu Lee H. 1 coasT.
6b1J10 BbISIBNEHO, YTO BbICOKMI ypoBeHb Ca-125 B cbl-
BOPOTKE KPOBMW MOXET 6bITb NMONE3HbIM OMYyXONEBbIM
MapKepoM Ansa anarHoctukn 3C u MOHUTOPUHra ee
KJIMHUYECKOro TeveHus [22].

HebnaronpuaTHbI NPOrHo3 ans 6onbHbIx M3C Byb-
Bbl 06YCJ/IOBJIEH BbICOKOW CK/IOHHOCTbIO K MECTHbIM
peuuauBaM, MeTacTasam B MMdaTuyeckux yanax u/
WNnu oTaaneHHbIM MeTacTasaM. B otnnume ot 60nb-
LUMHCTBA APYruX 3/10Ka4eCTBEHHbIX Me3eHXUMaJIbHbIX
onyxonei, 3C ByNbBbl CNOCO6HbLI PAacNpPOCTPaHATLCSA
TakXke NMMM@aTMYecKM U UMNAAHTALMOHHbBIM NyTEM
Ha HECMEeXHble y4acTKM KOXU, noanexaline Markue
TKaHu, GacLmm n KocTu, YTo 06ycrioBNAnBaeT HeE06X0-
JIMMOCTb 60J1ee LUMPOKOro ncceveHus onyxonu [23, 24].

CornacHo KnmHuyeckomy nccnegoanuto Ulutin H.
1 COaBT. LUIMPOKOE UCCEYEHNE B 06 bEME BYNIbBIKTOMUN
NO3BOIMNO U36eXaTb Pa3BUTUA MECTHOrO peuuamnsa
1 6e3 aibIOBaHTHOrO JleueHUsi. ABTOPaMu NpoaEeMOH-
CTPMPOBAHO, YTO BY/IbBAKTOMUSA C LUMPOKUM OTCTY-
MOM OT BMAMMOW rpaHulbl onyxonu obecreymBaeT
OT/INYHbIN NOKaNbHbIA KOHTPOsb Npu 3C BYNbBbI [25].
OaHako MHoOrue aBTOpbl NPefnoyYnTaroT MecTHoe
LIMPOKOE ncceveHne pagukanbHON BYIbBOIKTOMUW.
B nccnegosanum Curtin J. 1 coaBT. TONbKO Y OAHON U3
ceMu naumeHTku CB npounsoLien nokanbHbI peumams
MpY TONbKO XMPYPru4yeckom neyeHun. Takum obpa-
30M, LIMPOKOE NcceveHne AOMKHO 6biTb BbINMOMHEHO
C OTCTYIMOM OT BUANMOM rpaHuLLbl onyxosin He MeHee
2 CcM, NOCKOSbKY LUMPUHA CBOGOAHbIX KPaeB peseKkLmnn
ABISIETCA OCHOBHbIM (haKTOPOM pMcKa MEeCTHOro pe-
unamea [26, 27]. B npeacTaB/iieHHOM KAVHUYECKOM Ha-
6/1104eHUM CBOEBPEMeHHas guarHoctuka MN3C BynbBbI
nossosuna 6bl NpesycMoTPeTh 60s1ee LNPOKMIA OTCTYN
OT BU3YasIbHOro Kpas Onyxosii B XO4e BbINOSIHEHHOMN
ornepauuu, U, BOSMOXHO, NpeaoTBpaTUTb pasBuTtue
peunauBa 3abosieBaHUs.

B nccnegosaHuun Dash B. n coaBT. 6b110 npoje-
MOHCTPUPOBAHO, YTO LLUMPOKOE UCCceYveHne sABJsieTca
npeanoyYTUTESIbHbIM METOLOM JIeYEHUA JIOKasIbHbIX
dopm M3C, a nyyeBas U xummoTepanuss MoryT 6bITb
ncnonb3oBaHbl NP Hepe3eKTabenbHbIX U MeTacTa-
TUYeckux popmax, o4HaKO UX poJib B aAbHOBAHTOM
pexxume He usydeHa [28].

Takum obpa3zom, MIAC npeacraensieT coboi naTono-
U0, COMPSKEHHYHO C 06GbEKTUBHBIMU ANArHOCTUYECKU-
MU TPYAHOCTSAMU KaK B KJIMHUYECKOM, TaK 1 B NaToMop-
($honornyeckoM acnekTax, 4To 06yCcnioBNUBAET BbICOKMI
NPOLIEHT AMarHOCTUYECKMX OLUMOOK U ANMTENIbHOE Bpe-
MS1 O MOCTaHOBKM NPaBU/IbHOMO AnarHosa.

3AKNIOYEHUE

M3C BynbBbI XapaKTepu3yeTCcA arpecCUBHbIM Teye-
HMEM, YTO 06yCNIOBANBAET HEOO6XOANUMOCTb MPUMEHe-
HUSA KOMMJIEKCHOIO NOAX0AA K ANArHOCTUKE U NTEYEHUIO
3TOro 3a6oneBaHus. NMoHMMaHne MophHONOrMYecKux,
MONEKYNAPHO-TEHETUYECKMX U KIIMHUYECKUX OCOBEH-
HocTeit M3C ByNbBbI CNOCO6CTBYET pa3paboTke addek-
TUBHbIX TepaneBTUYECKMX CTPATErMUI U YNyYLLEHUIO NPO-
rHO3a ANnsa nayneHToB. MNpeacTaBneHHbIN KITMHUYECKNIA
cnyyaln HarnagHo AeMOHCTPUPYeT 3HaYeHne CBOeBpe-
MEHHON AnarHocTuku N3C, BKIOYAOLWMI Takxe npo-
BeaeHue UIMX-uccnepoBaHus, KOTOPOe NO3BOMNIIO yCTa-
HOBMWTb AMArHO3 U KOPPEKTHO CMIaHMpoBaThb JieYeHue.
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