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XuMmunortepanums ¢ BKIlloYeHMeM A0KCopyonumHa,
ndochamupga npm pacnpocTpaHeHHON 3510Ka4YeCcTBeHHOUN
rMOMYCHOMN ONYXOSIN MArKMX TKAHeN npeanieybs
(KNUHMYECKN cnyyam n o63op nuTepaTypbl)

B.B. CasuuHaq, E.U. PaTtoBa, A.B. boAoTuHQq, 1O.b. KaparoauHa, A. A. PeseHKO

PIBY «HALUMOHAABHbIN MEAMLMHCKMIM MCCAEAOBATEABCKMIN LLEHTP PAANMOAOTUMY) MUH3APOBA POCCcum, MockBa

PE3IOME

3A0KQYECTBEHHAS TAOMYCHQS OMyXOAb MPEACTABASET COOOM KPAMHE PEAKOE M ArpeCCHMBHOE HOBOOBDA30BAHUE, COCTOSLLIME M3 MOAMCOULIMPOBAHHbIX
KAETOK TAOMYCHOIO TeAd. [TOCTAHOBKA BEPHOIro MOPCOOAOTMHECKOro AMArHO3a 3ATPYAHUTEABHA M TPEBYyeT TLLATEALHOM AMGDGDEePEHLIMAABHOM
AMATHOCTUKM MEXAY HEMPOSIHAOKPUHHBIMM OMYXOAIMHU, MNEPULUTAPHLIMM OMYyXOAIMM, HOBOOODA3OBAHUIMM TAQAKON MYCKYAQTYPbI.
B AMTEpPATYpPE OMUCAHBI AULLIL EAMHMYHBIE KAMHMYECKUE HABAIOAEHMS, CEPUM CAYHAEB U PE3YALTATEI HEOOABLLIOTO KOAMHECTBA PETPOCHEKTUBHBIX
MCCAEAOBAHUM. B CBA3M C PEAKOCTbIO HO30AOMM OMTUMAABHOM CTPATEMMU AEYEHNS AQHHOTO 3000AEBAHMS HE BbIPABGOTAHO. B BOAbLLMHCTBE
CAYYQEB MPH MECTHOPACMPOCTPAHEHHOM MPOLIECCEe MPUMEHSETCS XMpypruiyeckoe aevyeHue. CAyYam MEeTACTA3MPOBAHMUS 3A0KQYECTBEHHOM
TAOMYCHO OMyXOAM BCTPEYAIOTCS KPAMHE PEAKO. EAMHOrO KOHCEHCYCA MO TAKTMKE CMCTEMHOTO A€YEHUS HQ CErOAHSLLHMI A€Hb HE AOCTUIHYTO.
B AQHHOM CTATbE Mbl MPEACTABAIEM KAMHUYECKMI CAY4QaH AOCTUXEHMS CTABUAM3IALIMM OMYyXOAEBOrO NPOLECCA MOCAE MPOBEASHMS MATU KyPCOB
XMMMOTEPAnmM AOKCOPYOMLIMHOM, MGPOCCOAMMUAOM Y 49-A€THETO MNALIMEHTA CO 3A0KAYECTBEHHOM TAOMYCHOM OMYyXOAbIO MATKMX TKAHEH A€BOro
MPEANAEYbs C METACTATUYECKMM MOPAKEHUEM TKAHEMN NMEepeAHEN CTEHKM PYAHOM KAETKM CAEBA C PACMPOCTPAHEHUEM HA AEBYIO MAAYIO
TPYAHYIO MBILLILLY, TPETbE PEBPO M NAEBPAALHYIO MOAOCTb, C METACTATUHECKUM MOPAXKEHUEM MAPEHXMMbI ACTKMX.

KAIOYEBBIE CAOBA: peAkas OrMyXOAb, 3AOKQYECTBEHHAS TAOMYCHQAS OMyXOAb, XMMMUOTEPAIMMS, ME3IEHXMMAABHOE HOBOOBPa30BaHME, notch,

MMMYHOTNMCTOXUMMUA.

KOHPAUKT UHTEPECOB. ABTOPbI 305BASIOT 06 OTCYTCTBMM KOHODAMKTA MHTEPECOB.
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Chemotherapy with inclusion of doxorubicin, ifosfamide
for common malignant glomus tumor of soft tissues of forearm
(clinical case and literature review)

V.V. Savchina, E.I. Ratova, L. V. Boloting, Y.B. Karagodina, A. A. Fedenko

National Medical Research Centre of Radiology, Moscow, Russia

SUMMARY

Malignant glomus tumor is an exfremely rare, aggressive neoplasm, which is contain from modified glomus body'’s cells. The correct morphological
diagnosis is difficult, and requires careful differential diagnosis between neuroendocrine tumors, pericytic tumors, smooth muscle neoplasms.
The literature describes only sporadic clinical observations, a series of cases and the results of a small number of retrospective studies. Due
to the rarity of nosology, the optimal treatment strategy for this disease has not been developed. Most cases, surgical freatment is used in a
locally common process. Cases of metastasis of a malignant glomus tumor are extremely rare. There is no consensus on the tactics of systemic
treatment to date. In this article, we present a clinical case of achieving stabilization of the tumor process after 5 courses of chemotherapy
with doxorubicin, ifosfamide in a 49-year-old patient with a malignant glomus tumor of the soft tissues of the left forearm with metastatic lesion
of the fissues of the anterior chest wall on the left with spread to the left small pectoral muscle, 3rd rib and pleural cavity, with metastatic

lesion lung parenchyma.

KEYWORDS: rare tumor, malignant glomus tumor, chemotherapy, mesenchymal neoplasm, notch, immunohistochemistry.
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Brenenne

I'momycHoe Teno (MM IIIOMYyCHBIH OpraH) —3T0 KOMIIOHEHT
JIEPMAIIBHOTO CJI0SI KOXKH, YYaCTBYIOLIUI B PETYIISLIMN TeMIIe-
patypsl Tena. Terno momyca npencrasisieT co0oi HeGobIIoNH
apTEepUOBEHO3HBIM aHACTOMO3, OKPYKEHHBIN KaIlCyJI01 U3 CO-
eMHNTENbHON TKaHH. [ToMycHbIe Tena (glomera) Hanboee
MHOTOUHUCJIEHHBI B Majblax pyk U Hor [1].

I'momycHsie omyxonu (I'O) sIBASFOTCS ME3eHXUMATBHBIMU
HOBOOOPa30BaHMUSIMH, COCTOSILIMMH U3 KJIETOK, KOTOPBIE I10-
J0OHBI MOIM(UIIMPOBAHHBIM IVIaIKOMBIIIEYHBIM KJIETKaM
HOpPMAaIILHOTO TiIoMycHoro Tena [2]. Kak npaBuio, 60mbIImH-
CTBO M3 HHUX HE MPOSIBIISIOT IIPU3HAKOB 3JI0Ka4ECTBEHHOCTH.

Jnst HuX XapakTepHa IIOBEpXHOCTHAs JIOKIU3aIHs B 00-
JIacTsIX, OOTaTHIX IIIOMYCHBIMH TEJIaMH, TAKUX KaK HOI'TEBBIE
JI0Ka WK JIepMa JIaJIOHH, 3aIsICThsI ¥ npeariedbst. OgHako
I'O BerpeuaroTcst 1 B MEHee XapakTepHBIX Ul HUX Ooliee
IIyOOKHMX TKaHSX M OpraHax, B YaCTHOCTH — B JIETKHUX, XKe-
JIyAOYHO-KUIIIEYHOM TPAKTE, MOYEIOJI0BOM cucteme [3, 4].

3nokadyecTBeHHbIE IIIoMycHBIe oryxonu (31'0) BeTpeda-
ercs B 1 % ot I'O. B cBsI3u ¢ peaKoCTbIO0 HO30JIOTMH JAHHBIE
10 4aCTOTE BCTPEUYaeMOCTH B cTpykType Bcex 3HO nHe onu-
CaHBI B CTaTUCTHYECKUX peecTpax. Ha cerogusmuuii n1eHp
B JIUTEpaType NpPeICTaBIICH JIMIIb P KIMHUYECKHUX CIIydacs,
OJTHAKO €UHBIN KOHCEHCYC 0 TAKTHKE BEJICHUS JaHHOTO
3a00s1eBaHMsI HE TOCTUTHYT. B OOJIBIIMHCTBE KIMHUYECKUX
HaOIIONEHUH B Ka4eCTBE PaJIMKaIbHOTO JICYECHHS ITPH MECT-
HOPACHPOCTPAHEHHOM MPOLECCE NPEANOYTEHUE OTAAETCS
XHPYPru4ecKOMy BMEIIATEIbCTBY, OJHAKO YacTOTA BO3SHUK-
HOBCHHS peluaIuBoB konebnercs ot 10 mo 16 % [5, 6]. Cun-
Taetcs, 4To 31’0 He CKIIOHHBI K 00pa30BaHUIO OTJAJICHHBIX
METacTa3oB, B JIUTEPATYpe BCTPEUAIOTCS JIUIIb CIMHUYHbIC
Cly4au, MOCBSIIEHHbIE METACTaTHUYECKUM (hOpMaM 3TOTrO
penKoro 3a00JICBaHHUS.

M5! pezicTaBnsieM KIMHUYECKUH CTy4ai 3]10KaueCcTBEeH-
HOH IIIOMYCHOH OITyXOJIM MSATKHX TKaHEH JIEBOTO MPEAIUICYbs
Yy My>X4UHEI 49 JIeT ¢ MeTacTaTHYeCKUM MOpaKeHNEeM TKaHeH
NepeHeN CTEHKH TPYAHOM KIIETKH ClIeBa C paclpocTpaHe-

HHEM Ha JIEBYIO MaJylo I'PyIHYIO MBILIIY, TPEThe pedpo
U TIEBPAIIbHYIO MONOCTh, C METACTATUYECKUM IOPAKEHHEM
MIAPEHXHUMBI JIETKHUX.

Kaunnveckuii ciay4aii

B 2015 rony manueHT OTMETHUII MOSIBIICHUE OKPYIIIOTO
IJIOTHOTO 00pa30BaHusl HAa YPOBHE BEPXHEH TPETH JIEBOTO
MIPeAIUICYbs pa3MepaMy 8 cM B inameTpe, 6e300JIe3HEHHOTO
IIpU Naablalyy, JOMONIHUTEIBHO OTMeual oneMeHue | nambua
kucTd. [To TaHHBIM MarHUTHO-PE30HAHCHOH TOMoOrpadun
(MPT) MsrKux TKaHe# JIeBOTO MPEAIIIedbs, BEISIBICHO M1aTO-
JIoTHYeCcKoe 00bEMHOE 00pa30BaHUE 10 X0y COCYUCTO-HEPB-
HOTO ITy4Ka 0 epeHell HOBEPXHOCTU BEPXHEN TPETH JIEBOTO
MpeaIuieybsi. 3a MEAUINHCKOM TOMOIIBI0 00PaTHIICS JIMIIb
B pepasie 2017 roma no MecTy KUTENBCTBA B MHOTOTTPO(UITH-
HBIM MEIUIIMHCKUI LIEHTP OTAENICHUS HEHPOXUpypruu, riue
OBUIO BBHIIIOIHEHO MUKPOXHUPYPIUYECKOe YAaJICHUE Oy XOJIH
CpPEIMHHOTO HEPBA HAa yPOBHE BEPXHEH TPETH JIEBOTO MpE-
wreybst. [IpoBesieHO Mopdoornyeckoe nceieoBaHme onepa-
IIMOHHOTO MaTepHaIa, 110 JaHHBIM KOTOPOTO MOP(OJIOTHIECKast
KapTHUHA COOTBETCTBYET HOBOOOPA30BAHHIO ME3EHXMMAIEHOTO
MIPOUCXOXKACHHUS, IPEANON0KHUTENBHO, 3I0Ka4€CTBEHHOTO,
C HU3KOH CTeneHblo akTuBHOCTH. OKOHYATENBHBII MOpdoIo-
TUYECKUH JUarHo3 He yCTaHOBIIEH. [laniueHT ocTaBieH noj
JMHAMHUYECKOe HaOJIOCHHE.

Coycrsa 5 nert, B anpene 2022 roga, OTMETUII NOSIBIICHHE
IUIOTHOTO 00pa30BaHUs Ha NEpeaHel IPyIHON CTeHKe, 0e3-
00JIE3HEHHOTO TIPH MaNbIIalKy, 10 4 cM B 1uaMeTpe. B mae
2022 rona BBIIIOIHEHA OHMOIICHS, TT0 JaHHBIM Mopdooruye-
CKOT'0 HCCJIE/IOBaHMS — 3JI0KaYE€CTBEHHOE HOBOOOpa3oBaHue
HesicHoro reHesa. [1py no3uTpoHHO-IMUCCHOHHON TOMOTrpaduy,
COBMEIIEHHO C pEHTI€HOBCKOH KOMITBIOTEPHOM ToMoTrpadueit
(IIST-KT), BemmonuenHo# B ntone 2022 rozaa, onpenessioch
o0beMHOE 00pa3oBaHUE Ha MEpeIHeN TPyAHON CTEHKE CIieBa
B 00J1aCTH MEPEHEro OTpe3Ka TPETHEro pedpa ¢ MOBBIILIEHHON
MeTaboINYeCKOl aKTUBHOCTBIO pazmepamu 121 X 117 Mmm
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SUV__ 10 8,75, ¢ necTpyKIKel MEPEIHETO OTPE3KA TPETHETO
pebpa, pacrpocTpaHsIoeecs: Ha MAITYIO TPYIHYIO MBILIILY
1 1IpoJadupyloliee B INIEBPAIBHYIO NOJIOCTh, KOMIIPUMUDY-
ol1ee apeHXUMy JIEBOTO JIETKOro. B mapeHxume Nerkux Bbl-
SIBTICHBI MHO>KECTBEHHBIE 09ard METaCTaTHYECKOIO XapaKrepa.
B aBrycte 2022 roma nanueHT oOpatmwics B MOCKOBCKUIA Ha-
YUYHO-HCCIIEI0BATENbCKUI OHKOIOTUUECKUH HHCTUTYT UMEHU
I1. A. Tepuena c >xanmobamu Ha OJIBILIKY B ITOKOE, OOJIH B TPYyA-
HoM kierke. C 1eNbl0 YTOUHEHUS TeHe3a OIyX0JIEBOr0 ouara
Ha IrepeiHel TPyAHON CTEHKE BBINIOJIIHEH IiepecMoTp Mopdo-
JIOTHYECKOTO MaTepHaa, HOIy4YeHHOro Ipy OHOTICHU B Mae
2022 roga. B xone MHKpPOCKOITIYECKOTO UCCIIEI0BAHUS BBISBIIE-
HBI CPE3bI ITOJIOCOBUIHBIX (PParMEeHTOB NOIIEPEUHO-II0JI0CATON
MBIIIIIBI C Pa3pacTaHUAMHU 3JI0Ka4€CTBEHHON Me3eHXUMAIbHOI
OITyXOJI1, YACTHYHO OKPY)KEHHOH (MOPO3HON MIMPOKOIf TICeBIO-
KaICcynol, UMEIoLIel CTPOEHUE 3710Ka9eCTBEHHOM ITIOMYCHOMI
OITyXOJIH, COCTOSIIIIEH M3 CPEJHUX M KPYITHBIX MOTUMOP(HBIX
OKpYIJIOH (hOPMBI KIIETOK C ITUPOKOH 303MHO(MIIEHON IHUTO-
TUIa3MO U TMIIEPXPOMHBIM KPYITHBIM, HETIPAaBHIEHOH (hOPMEI
SIIPOM, C HAJIMYUEM €JMHUYHBIX MHOTOSIIEPHBIX TUTaHTCKUX
KJIETOYHBIX (POPM C aTUMMMYHBIMU MUTO3aMH U 0€3 04aroB
HEKpPO3a, PACTIONO0KEHHBIX CPEU COCYIOB CHHYCOUIHOIO
THIIa ¥ BOKPYT CTEHOK COCYHOB cpeanero kaianopa. [Tpu UT'X
B OITyXOJIEBBIX KJIETKaX BBISBIISIETCS 3KCIpeccus: Vimentin —
MeMOpPaHHO-IIUTOIIa3MaTHYECKasl TOJIOKUTENIbHAST PEeaKIHs
B OOJIBIIMHCTBE OMYXOJEBBIX KJIETOK; aSMA — MemOpaHHast
TIOJIOKUTEIIbHASL PEAKIHsI B OONBIINHCTBE OITyXOJICBBIX KJle-
ToK. CD99 — MeMOpaHHast TOJIOKUTEIbHAS PEaKIHs B 4aCTH
oryxoJeBbIx KieTok; Caldesmon — nuTonnasmMaruaeckas no-
JIOXKUTEINIbHAs PEaKLUs B YACTU OIyXOJEBbIX KJIETOK.

Hcxond U3 THCTOIOTMYECKOTO CTPOEHMUSI OITyXOJIU U pe-
syasraroB MI'X nccnenoBanus HOBOOOpa3oBaHHE TPETHETO
pebpa, pactpocTpaHsIoIieecs: Ha OKpY’KaloIlfe MATKHE TKaHH
Y IIJIEBPAIBHYIO TOJIOCTD CJIEBA, KJIACCU(PUIINPOBAHO KaK
METacTa3 3J0Ka4eCTBEHHO! [NIOMYCHOH OMyXOJIM MSITKHUX
TKaHEH JIEBOTO MPEIILIeYbs ¢ BEICOKOH Ipou(epaTHBHOMN
axtuBHOCTHIO (Ki-67 — 70 %) (puc. 1).

BEI01HEHO MOJIEKYJIIpHO-0HOIOTHYECKOE HCCIIEI0BaHNE,
10 JaHHBIM KOTOpOro, onyxonb pan-TRK Herarusna, UT'X-
MIPU3HAKOB MUKPOCATENIMTHONH HECTaOMILHOCTH HEe O0Ha-
pyxeHo, myTtauuii B V60OE, V600D, V600E 2, V600K 15-ro
9K30Ha reHa BRAF He BBIABIEHO.

Jlo Havana Tepanuu, 10 JaHHBIM YIbTpa3ByKoBoro (Y3)
HCCIe0BaHMs, OTMedagach CBOOOHAS )KHJIKOCTh B TUIEB-
pasibHOH nostocTH ciaeBa 00beMoM okoiio 2000 mi1, B cBS3H
€ ueM IPOBOJUIOCH CUMITOMAaTUYECKOE IPEHHUPOBAHKE IJIEB-
paJIbHOM MOJOCTH.

K MoMeHTy nocTymieHus B OTAEIEHUE XUMHOTEPANIUU
MHUOMU nmenu I1. A. I'epuena, y nanuenTa Ha nepeaHen
ITOBEPXHOCTH JICBOH ITOJIOBUHBI TPYIHOH KJIETKH B 00IaCTH
TpeThero pedpa naabnupoBaIock 00beMHOE 00pa3oBaHue
oxojo 11 cM B quameTrpe OKpyIIoi ¢popmbl, 6e30051e3HEHHOE
NIpU NaJbIalNHi, HECMEIAaeMOoe, INIOTHOM KOHCUCTEHIIUH.
KoxHble OKpoBEI B 001acTH 00pa3oBaHus — PU3HOIOTHUECKON
OKpackH, 03 IMPU3HAKOB BOCIIAJICHUS U OTEYHOCTH.

B cBs13u ¢ reHepan30BaHHBIM XapaKTEPOM OIyXOJIEBOrO
niporiecca ObUIO MPUHATO PELICHNE O MPOBEACHUN CHCTEMHOTO
JIEKapCTBEHHOTO JIEUECHUSI.

PrucyHoK 1. MUKpPOCKONMYECKAs KAPTUHA. MAAIOCTPALLMS NPEACTOBAEHA
no AaHHbIM camTa PathologyOutlines.com (www.pathologyoutiines.com/
topic/softtissueglomus.html).

3AOKQYECTBEHHAS TAOMYCHQAS OMyXOAb, YB. 20X: 3A0OKAYECTBEHHbIE BAPU-
QHTbI MOTYT MPOSBAATb FIASPHYIO ATUMUMIO OT YMEPEHHOM AO BbIPDCXKEHHOM,
MOBbILLUEHHYIO MUTOTMHECKYIO AKTUBHOCTb, ATUMUYHBIE MUTO3bI M Y4ACTKM
HEKpPO3d; 3T OMYXOAb O4ArOBO COXPAHIAC XAPAKTEPHYIO BACKYASPU3A-
umio. NMpeaocTtasaeHo Pappecom OBENAMHOM, AOKTOPOM MEANLIMHDI.

C cenTs10ps no nexadps 2022 rosa MpoBeeHBI IATh Kyp-
coB IIXT no cxeme Al: nokcopyOuuns 60 Mr/m> BHyTPUBEH-
HO B 1eHb + upochamua 2500 Mr/mM?> B CyTKH BHYTPHBEHHO
3-vacoBas nuH(y3us B 1-if — 3-if jau, MecHa 100—120 % mo3s1
ndocamuza 21-1HeBHOTO MKIA Ha GOHE MPOPHIIAKTHIECKOH
crumyssinun ['-KC® B MexxKypcoBOM mepuoe.

V3ke mociie epBoro Kypca JiedeHust ObUI0 0TMEUEHO yMEHb-
LICHNE TEMITOB HAKOIIJICHNSI M 00beMa JICBOCTOPOHHETO T'H-
JIPOTOpAKCa; 10 IaHHBIM Y 3-UCCIIe0BAHMS TIEBPAIBHBIX
MIOJIOCTEH, clieBa B MPOEKLUU 33 JHETO CUHYCa ONpeAesIach
cBOOOHAS XKUAKOCTH 00beMOM 0KoJ10 600 MII.

Ha ¢one npoBoanmoro jgedeHus KITMHUYECKH OTMEYEHBI
BBIpaKEHHas! ITOJIOKUTENIbHAS JMHAMUKA 33 CYET OTCYTCTBHSA
00JIeBOTO CHHAPOMa, PErPecc TUCITHOD, B TOM YHCIIC BBUIY
YMEHBLICHNsT 00beMa )KUJKOCTH B JIEBOW TJIEBPAILHOM I10-
noctH. [1o nanaBIM KOHTpOIBHOTO KT-MCCnenoBanus, mocie
JBYX Kypcos Tepanuu B cpaBHeHuu ¢ [I9T-KT ormeuaercs
THIIEPBACKYIISIPHOE MHOTOY3JI0BO€ 00pa30BaHHe MATKHMX TKaHEH
TPYOHOH KJIETKH cJieBa Ha ypPOBHE IEpPEIHETO OTPE3Ka Tpe-
Thero pedpa pasmepamu 115 x 112 MM (panee 121 % 117 mm).
Onyxoib MHQUIBTPUPYET BHILICONTUCAHHOE PeOpO, MaITyIo
TPYIHYIO MBIIIITY, @ TAKXKE paclpoCTpaHseTcs B JIEBbIH TeMO-
TOpAKC C BOBJICYEHNEM KOCTAIBHOM IIIEBpPHI, 0e3 yOeMTeIbHbIX
JIaHHBIX 32 NHQUIIBTPALMIO JIerouHoi napeHxumsl. [laruenty
nponomxena ITXT no cxeme Al Io nanaeiM koHTpOnsHOTO KT-
HCCIIEZIOBaHUS, TI0CIIE IATH KypPCOB B MATKUX TKAHAX NepeqHer
TPYAHOM CTEHKH CJIeBa Ha yPOBHE TPETHETO pedpa OTMedaeTcs
MHOTOY3JI0BO€ 00beMHOEe 00pa3oBaHue pa3Mepamu J10 89 x
121 MM HEOHOPOIHOM CTPYKTYPBI, 60raTo BaCKyIISIpU3UPOBaHO,
WHTEHCHBHO HaKaruIMBaeT KOHTpacT. [To BepxHEMy KOHTYpY
ONPEAETISIOTCS. MHO)KECTBEHHBIE PACIINPEHHBIC BEHO3HBIC
kosarepain. OTMedaeTcst KOHTaKTHas AECTPYKLHS EPETHIX
OTPE3KOB TpeThero pedpa. OOpa3oBaHKE OTTECHACT KIIEPEIH
GOJIBIIYIO U MAITYIO TPYAHBIE MBIIIIIEI, PACTIPOCTPAHSETCS B JIe-
BBIIf reMoTOpakc. MHOMKECTBEHHBIE OYard B ITAPEHXHME JIETKUX
TaKKe B paMKax CTaOMIN3aluK B OTHOIICHUH UX KOJINYECTBA
u pasmepax (puc. 2). Cornacuno kpurepusm RECIST 1.1 no-
CTUTHYTa CTaOWIIM3aLHs OIyX0JIEBOTO MpoIiecca.
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PrcyHOK 2. KOMMbIOTEPHAS TOMOMPAdOUA OBPA30BAHMS B MATKMX TKAHSX
nepeAHen rpyAHOM CTEHKM CAEBA HA YPOBHE TPETbErO Pebpal.

B cBs3u ¢ pa3BHBHI€ﬁCﬂ KapAUOTOKCUYHOCTBIO, COTJIIACHO
KOHCYJIbTallUsAM KapAuoJora, pCKOMEHI0BaHa CMCHA CXEMbI
JICUCHHS Ha 6633HTpaIII/IKJ'II/IHOBI)II71 PEKUM. B HACTOALICC BpEMs
TMAalMCHT IOJIY4acT JICKAPCTBCHHOC JICUCHUE 110 CXEME GemTax.

Obcy:xnenue

I'momycHbIe 0nyX0au COCTaBISIOT OKOJIO 2 % oImyXxoJiei
MSTKUX TKaHed. OOBIYHO OHH BO3HHUKAIOT TOBEPXHOCTHO, B 00-
JacTsX, OOraThIX IIOMYCHBIMU TEIaMU. BriepBbie aTHITMYHOE
CTPOCHHE ITIOMYCHOW OITyXOJIH OBLJIO OIMMMCAaHO DH3HHIEPOM
u Beiicom B nepBom nzganuu « Omyxoiu MATKHX TKaHEi Kak
00IacTH 37I0KAYECTBEHHOTO POCTA BEPETCHOOOPA3HBIX KIICTOK,
MMEIOIIHX pU3HaKK GuOpocapkoMbl U IEHOMHOCAPKOMBI [7].

I'ynn u coaBt. BepBEIC B CBOEH paboTe «JlokambHbIC HH-
(UIIBTpaTHBHEIC TTIOMYCHBIC OITYXOJIH ¥ TIIOMaHTHOCaPKOMBD)
B 1990 roay npeanpuHsIIv MOMNBITKY CO3aHUs TUCTOJIOTH-
YECKOW KIacCH(PHUKAIIMK aTHITUIHBIX TJIOMYCHBIX OITyXOJCH.
B pabote aBTOPHI H3yYWIIH MIECTh 00PA3IOB OIMYXOJEH C IJI0-
MycHOU muddepeHIIMPOBKONA, UMCIONTUX aTUIUYHEIC TaTo-
JIOTUYECKUE TPU3HAKH, TAKHE KaK WH(QWIBTPATUBHEIN POCT,
KIICTOYHOCTb, IIIeOMopdu3M saep, purypsl Muto3a. B pesyib-
Tare UCCIEI0BAaHUS aBTOPHI BBIACIWIN TPU TUIIA [NIOMYCHBIX
OITyXOJEeH, OTHOCAIIHUXCS K «aTUnu4HbIM»: LIGT — tokanbHble
WHGUIBTPATUBHBIC OIYXOJH C MPU3HAKAMH THITHYHOTO TIIO-
myca; GABG — uuTon0oru4ecky 310Kkaue€CTBEHHbIE OMyXOJIH,
BO3HMKAIOIINE B TUIIMYHOHN TiomycHol omyxonu; GADN —
OITyXOJIH, COCTOSIINE U3 HeMU(P(EpEHIIMPOBAHHBIX MAICHBKIX
KpPYDIBIX KJIETOK, 00pa3yIONIMX IUIACTHI, C YHCIOM MUTO30B
ot 1 no 10 Ha 10 noneit 3penus npu 400-kpaTHOM yBETUUEHUN
(HPF) 6e3 nobpokauecTBeHHOTO KOMITOHEHTa [4].

B 2001 rogy A.JI. ®onbre u coaBT. OblIa IPOBEICHA
PETPOCIIEKTUBHAS OICHKA XapaKTePUCTHK 00pa3IoB aTH-
MUYHBIX [JIOMYCHBIX OIYXOJI€H, MOJyYEHHBIX OT 52 mauu-
eHTOoB. Ha 0CHOBaHMSAX JTAHHOTO aHaIM3a UCCIIC0BATCIIIMHU
OBLTH OTIPEICTICHBI OCHOBHBIC KPUTCPUH 3I0KaYECTBCHHOCTH
DIyOWHA pacIONOXKECHHS, pa3Mep Oojee 2 ¢M, IIPUCYTCTBUC
ATUITUYHBIX MHUTOTHYCCKUX QUTYD, WIH YMEPESHHBIN, WU
BBICOKHUH SICPHBIN YPOBEHB, IATh U 00JIee MUTOTUICCKHUX
¢uryp / 50 HPF. B cooTBeTCTBHY C BBIIIEU3I0KECHHBIMA
KPUTECPUSIMH OBUTH BBIJCIICHBI YETHIPE TPYIIITHL.

1. I'momMaHrHOMaTo3 — OIMyX0Jb C TUCTOJIOTMYECKUMHU MPU3HA-
kaMu quddy3HOro aHrHOMaTo3a 1 H30BITKOM ITIOMYCHBIX

KJIETOK.

2. I'momycHast OIyX0J1b HEONIPEAEIEHHOT O 3710Ka4€CTBEHHOTO
MOTEHIMaJIa — OIIyX0Jb, KOTOpasi HE UMEET KPUTEPUEB
3J10Ka4€CTBEHHOW INIOMYCHOW ONMYXOJW UM CUMILIA-
CTHUYECKOM MNIOMYCHOH OIyXOJHU, HO UMEET BBICOKYIO
MUTOTHUYECKYI0 aKTUBHOCTb U TOJIBKO NOBEPXHOCTHOE
pacrooKeHNE, WK TOJIBKO OONBIION pa3Mep, HIIH TOJIBKO
1yOOKO€ PacIIoNOKEHHE.

3. CuMmmnacTuyeckas IIOMYCHasl OIYXOJIb — OIMYXOJIb C BbI-
COKOH CTENEHbIO 3JI0KaY€CTBEHHOCTH IPU OTCYTCTBUU
KaKUX-JIM0O IPYTHX 370Ka4eCTBEHHBIX PU3HAKOB.

4. 3n0KadecTBEHHAs IJIOMYCHAsl OITyXOJIb — OIyXOJb C IIy-
OOKHMM pAaCIIONIOKEHHEM U pa3MepoM Oosee 2 cM, WiIH
C NPUCYTCTBUEM ATMIHMYHBIX MUTOTHYECKUX (QHUTYD, WU
OT YMEPEHHOMH J10 BBICOKOH CTETICHU SIEPHOM aTUTIMU U IITh
¢uryp mutosa Ha 50 ycuiennsIx nosei 3penus (HPF).

Kak noxasan aHanus, NpoBeIeHHBIN aBTOpaMU, METa-
crarudeckas popma 3a0osaeBaHus He Obljla XapaKTepHa s
OIyXO0JIeH, KiIacCH(PUIUPOBAHHBIX KaK CHUMITJIACTHYECKas
IJIOMYCHasl OIyXOJb, INIOMYCHas OITyXO0JIb HEOIPEAEIEHHOTO
3JI0Ka4€CTBEHHOI0 NMOTEHIMaJIa UM [TIOMaHruomaros [8].

Jannas xnaccudukanys Obuia yTBep kKIeHa WM IPUHSATA
B Kitaccudukannu omyxoneit Msarkux Tkanei u kocreit BO3
2002 rona [9].

B 2014 rony npousBeneH nepecMOTp KPUTEPUEB 3110KaA-
yectBeHHOCTU 'O, B cooTBeTcTBUM € KOTOpBIMU K 3['O 0T-
HOCSITCSI OIYXOJIH C BHIPAXXEHHOH SIEpPHOM aTUMHeH 1 IF00BIM
YPOBHEM MUTOTHYECKOI aKTUBHOCTH UJIH C IPUCYTCTBUEM
aTUIMUYHEIX GUTyp MuTo3a [6]. Omyxonu ¢ pazmepoM Ooee
2,0 cM 1 TITyOOKHM PACIHOIOKEHUEM IPU OTCYTCTBHU SIAEP-
HOM aTUITUH OBITH OTHECEHBI K OITyXOJISIM HEOTIPE/IeNICHHOTO
3JI0KaUECTBEHHOIO OTeHNuana. B HacTodmee BpeMs 1aHHbIE
KPUTEPUH COXPAHSIOT aKTyalnbHOCTb [7].

Jast Mmopgonormyeckoit kaptuabl 310 Taxke XapakTepHO
IIPUCYTCTBUE BEPETEHOOOPAa3HBIX KIETOK, HATOMHHAIOIINX
¢ubpocapkoMy / IeiOMHOCAPKOMY, WIIH IIJIACTOB 3JI0KaYe-
CTBEHHBIX KPYIIIBIX KJIETOK. KoMmoHeHT 1o06poKkauecTBeHHOH
IJIOMYCHOH OITyXOJIM YaCTO MOYKHO OOHapyXUTh Ha nepudepu,
yTO nomoraet B guarnoctuke [10]. ITpu npoBeneHun uMmy-
HOTMCTOXUMHUYECKOTO HCCIIeIOBAaHMS HAOIIOAACTCS MOIOXKH-
TenbHast peaknust Ha BUMEeHTHH (100 %), Ti1aIKOMBIIIeUHBIH
akTuH (SMA) (99 %), MBIIIEUHBIH crienu(pUIecKUil aKTHH
(95 %), kanbrionuH (80 %), xonaren IV tuna, H-kansnecMon
(87%) [11].

Cnopaauieckue J00poKadyeCTBEHHBIE U 3I0KAY€CTBEHHBIE
IJIOMYCHBIE OIYXOJIU MATKHMX TKaHEH HJIM BUCLEPAIBHOIO
MIPOUCXOXKECHUS COAEPHKAT MOBTOPSIOIIMECS IEPECTPOUKHU
reHoB cemerictea NOTCH c renamu cnusausa MIR143-
NOTCH1/2/3, npucyTCTByIOIINMH O0Jiee YeM B ITOJIOBHHE
cayuyaeB. Myrauusa BRAF V600E unorga BeisiBasiercs B 'O
U CBsI3aHA CO 3JI0KAYECTBEHHBIMHU I'MCTOJOTMYECKUMU Xa-
pakrepuctukamu. H. Kapam3ane Jlamtu u coaBT. U3yuunu
95 cnyuaes I'O Ha Hanuuue MyTanuu B rene BRAF V60OE.
B pesynbrare uccnenoBanus B 6 % ciaydyaeB 'O Obuia oOHa-
pY’XeHa BBIIIEYKa3aHHAs! MyTalHs, CpPEI KOTOPBIX HE OBLIO
HU ofHOTO cirydas noopokadyecTBeHHbIX 'O (JII'O). B cBsizn
C 3TUM aBTOPBHI JENA0T BBIBOJ O BO3MOXKHOM CBA3H MyTalllH
B reHe BRAF V600E co 310Ka4eCTBEHHBIM (DEHOTHIIOM
ro[iz].
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H.II. ArapaMm u coaBT. OLIEHIJIH PacIpOCTPAHEHHOCTh
U cnenuduaHOCTh ciusHus reHoB NOTCH B O0MBIIONH rpyTIiTe
I'O. Onm n3yunim 93 rucronorndeckux obpasua 'O pasHbIx
JIOKaJIM3aIMi, 13 KOTOPBIX 72 ciydast ObIIN paclieHEeHbl KaK
Jno0poKadecTBeHHbIE, 1 7 — KaK 3J10KaueCTBEHHBIC U 4 — He-
OIIPE/IENICHHOTO 3JI0Ka4eCTBEHHOT0 noTeHnuana. [lepecrpoiika
B ofHOM M3 reHoB NOTCH nabmonanacs B 34 (47 %) obpasuax
JATO u B 16 (94 %) obpasmax 3I'0. B ocraBmmxcst 43 oOpasiax
He OBLTO BEISIBIICHO TEHHBIX TepecTpoek [13].

UYro xacaeTcs JOKaJu3alyu, TO, B OTIANYNE OT J00poKade-
cTBeHHBIX, 31’0 XapakTepH3yroTcs ITyOOKUM M BUCLIEPAIBHBIM
PAaCIIONOKEHUEM, PeXe BCTpedaeTcsi HOBEpXHOCTHO [8]. OnmcaHbl
CITy4ad IEPBUYHOTO OPAXKEHUSI JKETYIOUHO-KUIIEYHOTO TPAKTa
[14, 5, 15-21], moyenonoBo# cucteMbl [22-24], nerkux [25-28],
KOCTEH M IMopakeHHEeM ITyOOKHMX MATKUX TKaHel [29-33].

Hcxons u3 npencTaBlIeHHbBIX ONMCAHHBIX KIMHUYECKUX
HaOJIIOIEHNUH CllelyeT, 4To PU pe3eKTabeIbHOCTH ITpoLecca
Ha MNEePBOM 3Talle OCYIIECTBIIOCHh XUPYyPruueCcKoe BMeIIa-
TENbCTBO U B CIIy4ae paJUKalbHO BHITOJHEHHOHN ONepanuu
aJbIOBAHTHBIM KOMIOHEHT IPOTHUBOOIYXOJIEBOI0 JIEUCHUS
He npexycMarpuaiics. [Ipu peruanse 3a001eBaHNs aBTOPaMH
BBITNOJIHANIACH TIOBTOPHAs Oepalys ¢ JaIbHEHIINM JUHAMU-
YyeckuM HaOmronenueM [6, 18, 34-36]. Kelimxu Harara u coaBr.
OMNUCHIBAIOT cllydai peruausupyromieit 3I'O cocynucrtoit cetu
JornaroyHou oonactu. B Teuenue 40 et 601e3HH 1O TIOBOAY
4YeThIpeX MECTHBIX penuauBoB 3I'O mpoBOAUIOCH TOJIBKO
XHPYPru4eckoe JedeHne B 00beMe Pe3eKIUH Oy XO0JIEBOTO
oyara Ha ()OHE OTCYTCTBYIOIIEr0 CHCTEMHOTO WJIH JIOTIOJIHHU-
TEJILHOTO JIOKAJIBHOTO BO3JIeUCTBUS [35].

JIyueBas Tepamnus B KaueCTBE OCHOBHOI'O METOJa Jieue-
HUSL, UCXOAA U3 JaHHBIX JINTEPATyphl, HA CETOAHAIIHUN JEHb
He ucnomnb3yercss. OTHAKO 3TOT BUJ JIOKAIBHOTO BO3JEHCTBUS
HAIIIE] CBOE MECTO B KAUECTBE AOMOIHUTENBHOIO 3Tara nocjie
HepaIuKaJIbHOTO XUPypruuecKkoro BMeniarenaseTsa (R 1) wnm
B Ka4eCTBE NAJIMATUBHOIO ¥ CUMITOMATHYECKOTO JICUEHUS
pu HepesekrabensHoM npouecce [5, 15, 37].

Pornb cucremuoit Tepanuu B neuennu 30 Takxke He onperne-
neHa. Ha ceropHsHuil ieHb He CyLIECTBYeT €IUHOTO MHEHHS
00 3P PEeKTUBHOCTH LUTOCTATHIECKOH TEPalTK B KaYeCTBE
HEO0aIbIOBAHTHOIO U 3AbI0BAHTHOTO 3TANOB JiedeHus. Py uc-
cliefioBaTeNnel n3yyaau NpUMEHEHUE CUCTEMHOM JIEKapCTBEHHON
Tepanuy Npx MECTHOPACTIPOCTPpaHEHHOH (hopMe 3a00eBaHNs
B paMKaX KOMIUIEKCHOTO OJX0/1a B KA4E€CTBE HEOAAbIOBAHTHOIO
BoszeiictBus. Tak, P. Msio u coaBT. mpoBOAUIIM TPU Kypca Xu-
muotepanuu 1o cxeme Al naruentke ¢ 310 IV cermenTa neuenn
B Ka4eCTBE HEO0abIOBAaHTHOIO dTamna JieueHus. Kiuanuecku
OTMeuaIach MOJIOKUTEIbHASL ANHAMUKA B BUJE YMEHBILCHUS
MHTEHCUBHOCTH OOJIEBOIO CHHPOMA, YTO B TIOCIIEAYIOIEM OBLIO
MOATBEPAKIECHO YMEHBIIEHHEM Pa3MEPOB OITYyXOJIEBOIO 04ara,
10 JaHHBIM PEHTI€HOJIOTHYECKOT0 UCCIeN0BaHus. BTopsiM
sTaroM ObUIa BEITIOJHEHA palMKallbHasK pe3eKLHs nedeHu. B pe-
3yJIBTaTe IpH UCCIEN0BaHUU MOCIEONEPA[MOHHOIO MaTepyaa
3adukcrpoBaH HeKpo3 90 % KIIETOK OITyXOJIH, YTO MTOTBEPANIIO
MIPOTHUBOOITYXOJIEBBIH A dekT ot mpoBenenus HATIXT [38].

J.X. YUyHr ¥ coaBT. IPUMEHUIHN CXEMY XUMUOTEPAUU
aZipuaMHILIHOM C LUCIIJIATHHOM Ha 3Talle a{bIOBAHTHOTO BO3-
JICUCTBHA B COCTAaBE KOMILJIEKCHOTIO JieueHus nanuenTa ¢ 30
LIMTOBHUAHOM >kerne3bl. KomOMHanms MeTo0B odecredunsia Bbl-
*KuBaeMocTh 6e3 porpeccuposanus (BBIT) B 30 mecsiues [39].

Meracraruueckue popmsl 3I'O BerpeuaroTcst KpaliHe
penxo. 13 npeacTaBneHHBIX KIMHUYECKUX CIy4aeB MOXKHO
cJieN1aTh BBIBOJ O TOM, UTO IIPH F€HEPaTHM30BAHHOM IIPOLEC-
ce OoJne3Hb MpuodpeTaeT arpeccuBHOE TeueHne. OMUCaHbI
HaOJIONCHHS 110 IPUMEHEHHUIO CHCTEMHOH JIEKapCTBEHHON
Tepanuu npu reiepanuszosanHoi 3I'0O, B pe3ynbpTare 4yero
ObUIa MOCTUTHYTA cTabmiu3anus Oonesnu [15, 18, 23, 27,
40, 36, 37, 39, 41-45]. 3. M. I'epTHEep U COaBT. COOOUTIITH
o ciryyae 3I'0 mpaBoro JIerkoro, mpu KOTOpoM 4yepes 4 Mecsaua
1ocJIe PaJUKaIbHOTO XHPYPTUYECKOTO JICUEHUS BBISBICHO
MeTacTaTH4eCKOoe MOpaXKeHHe JIETKUX, BEPXHETO CPeoCTe-
HUS, TOJIOBHOTO MO3ra, IEYEHH, a TAKXKe MOAKOKHON KIIeT-
YaTKU HIKHEH KOHEeYHOCTH. [laneHTy npoBeneHo ueThlpe
kypca MXT nokcopyOUIIMHOM C MOJIHBIM KIIMHHYECKUM
OTBETOM, I10 JaHHBIM KOHTPOJIbHOTO oOcienoBanus. BBIT
cocraBuia 68 Henens [27]. pyroit ciaydai agpekTuBHOTO
nekapcrBeHHoro aedenus 310 onucan JI. Kespa u coabT.
[TauuenTy Ha nepBOM 3Tane KOMILIEKCHOTO JIEYEHUs Mpo-
Benena HATIXT snupy6unmnaom ¢ ndochamugom ¢ nocieny-
IOLIMM PaJUKaJIbHBIM XHUPYPIHUECKUM JICUEHHEM 10 IOBOAY
3T'0 mpaBoil nogkmrounuHoi aprepuu. Yepes 10 mecses
rocje Havajia NepBUYHOr0 KOMOMHUPOBAHHOTO JICUCHUS
ObLTIO OOHAPYKEHO METAaCTaTHUECKOE MMOPAKEHHE B CTCHKE
MIPaBOro XKeylA0uKa, BepXyLIKe cepala, Jerkux. Hasnauena
CHUCTEMHas JICKAPCTBEHHAs Teparus NeTHIMPOBAHHBIM JIU-
ITOCOMAJIEHBIM JIOKCOPYOHIIMHOM ¥ H(ochamMHuIoM, KOTopast
obecrnieunia TOCTHKEHUE cTabuM3auy 3adoeBanus. Uepes
TOJl YCTAHOBJIEHO NIPOrPECCUPOBAHUE MIPOLIECCa 3a CUET OT-
pHULIATEIBHON TMHAMHUKY B OTHOIIEHUH METACTaTHYECKOTO
MopaXkeHUs Jerkux. BnocnencTsuu nocne nporpeccupoBaHus
Ha HECKOJIbKUX JIMHUSX JIEKAPCTBEHHOTO JIeUeHUs (TeMIIH-
TabWH, TpaOEeKTeANH, TaKapOa3yH, MaKJINTAKCEN) MAUECHTY
B TE€UEHHUE 2 JIeT MPOBOANIACH TapreTHas Teparnus razomna-
HHOOM C TOCTI)KEHHEM cTaOuin3aiuu 3aboneBanus [43].

3akiioueHue

310 mpencTapisiroT coboii KpaliHe pekoe HOBOOOpa3oBa-
HUE, COCTOAIIEE U3 MOAU(DHUINPOBAHHBIX KICTOK IJIOMYCHOTO
Tena. B ciyuae mporpeccupoBanus 00Jie3Hb IpHOOpETaeT
CBOWCTBA BRICOKOATPECCHBHOTO 3a00JICBaHNS, IMCIOIIIETO HE-
OnaronpusATHBIN MPOrHO3. Ha ceromHsIHmuii IEHs HET eAUHBIX
anroputMoB JieueHust ganHoro 3HO BBuAy ero cropainaHoro
xapakrepa. [Ipoucxoasuiee B mocieaHee BpeMsi HaKOIIEHUE
KIIMHAYECKOTO MaTepHrala ¢ MPUMEHCHUEM Pa3IMIHBIX METO-
JIOB JIOKAJILHOTO W CUCTEMHOTO BO3JICHCTBHS CIIOCOOCTBYET
YBEJIMUYEHUIO MOKa3aTeseld BBKUBAEMOCTH MIPU ATON peaKoit
HO30JI0THH, HO HE OTMEHSET HeOOXOAMMOCTH AaIbHEHIIINX
HCCJICIOBAHUH, HAITPABICHHBIX HA ONPE/ICIICHIE ONTHMATBHON
MMOCIIEIOBATEIIFHOCTH B 00beMa KOMOMHUPOBAHHOH Tepa-
MUY, a TAKXKE TTOUCKA BO3MOXKHBIX MUIICHEH JJIs1 TAPTETHOTO
BO3JICHCTBUA. B HaCTOSIIMI MOMEHT OJHOM U3 Ba)KHEHUIIIMX
COCTaBJISIIOUINX ycnemHoro Jieuenus 3['0 siBnsieTcst rpaMoT-
Has ¥ MOJHOLICHHAs MOP(OJIOTHYECKas JHATHOCTUKA, YTO
TO3BOJISIET YCTAHOBUTH JOCTOBEPHBIN AUArHO3 U NPOBECTH
paaMKallbHOE XUPYpPruuecKoe JeUeHe Ha paHHEeM dTarle pas-
BHUTHS 3200JICBaHUS, KOTOPOE KOPPEIUPYET C YIYUIICHUEM
OTHAJICHHBIX PE3YJIBTATOB JCUCHHS. TaKTHKa Tepauu JOJDKHA
BBIPAa0ATHIBATHCS HA WHANBUAYAIEHON OCHOBE, IPEAIIOYTH-
TEJIBHO — B YCIIOBUSIX MHOTONPO(IIEHBIX OHKOJIOTHIECKUX
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LCHTPOB, UMEIOIIIX COBpEMEHHOE OCHaIeHue. [IpuBeaeHHbII
B TaHHOM CTaThe KIMHUYCCKUN CITy4aid JEMOHCTPUPYET I0-
TEHIMAJ TIPUMCHEHUS CTPATErUl KOMOWHUPOBAHHOTO JICUCHHS
MAIEHTa C TCHEPaTM30BaHHBIM 3a00JICBAHIEM H arPECCUBHBIM
TEUCHHEM TIpoIlecca, Ha (POHE KOTOPOTO ObLIa JOCTHTHYTA
crabuauzarnus 3a00JIeBaHus.
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