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AHHOTaUMA

BocnanutenbHble Muodubpobnactuueckue onyxonu (BM®O; Inflammatory myofibroblastic tumor — IMT) siBnsioTCcsA YpesBblyaliHO peaKMMKU HOBO-
obpasoBaHusMuK ¢ pacnpocTpaHeHHocTbio 0,04—0,7%. O4eHb Mano AaHHbIX 00 MX KIIMHMYECKOW KapTUHE, NaToreHese U OU0NI0OrMYeCcKoM NoBeLEHNN.
OHu MOTyT BO3HMKATb B J060M BO3pacTe U UMetT cooTHoLLEeHMe 1:1 y MyKUMH W XeHLMH. BMDO onucaHbl Kak AobpoKayecTBeHHbIe HOBOOOpa3oBa-
HWA C NPOMEXYTOUHBIM 3/I0KAYeCTBEHHbIM NOTEHLMANOM, NOCKObKY BO3MOXHO Pa3BUTME NIOKANIbHOr0 peLMavBa U 0TAANEHHOro MeTacTasupoBa-
Hua. BM®O xapakTepu3yoTca CONMAHBIM TUMOM POCTa, @ MyNbTU(MOKaNbHBIA TUN BCTpeYaeTca peaKo. PafuKanbHoe Xupypruyeckoe BMeLLATeNbCTBO
SIBNIAeTCA MeTof,0M Bblbopa. B cTaTbe npusefeH npumep KNMHUYecKkoro HabnoaeHus BM®O co 3nokayecTBEHHLIM TEYEHUEM B BUAE MYNBTUOPTaH-
HOro MeTacTa3upoBaHWsA Yepes 6 NIeT Nocfie paAyKabHO BbINOHEHHONM onepauuy Ha nepBUYHOM onyxonu. He cyllecTByeT cTaHfapTa OKasaHus
MeZANLMHCKO NOMOLLM NPU TaKOM KIIMHUYECKOI CUTYaLun, 0COBeHHO yunTbIBas OTCYTCTBUE MyTaLuii B MEPBUYHON W METACTaTUYECKO OMyXonsX.

KnioueBble cnoBa: BocnanutenbHas MuodubpobnactTuyeckas onyxosb, MeTacTa3 BoCManuTesbHO MMoGubpobnacTUieckon onyxonu, neyeHue
BOCManuTenbHoi MModubpobnacTuiecKoii onyxonm
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BeepeHue

BocnanurensHas Muodpubpobractudeckas omyxons (BMPO) -
3TO Me3eHXMMaJIbHOe HOBOOOPa3oBaHMe, KOTOPOe OTHOCAT K IIOI-
TPpYIIe «BOCIATUTE/NIbHBIX IICEB/JOOIYXOel» C XapaKTePHBIMMI
IaToMOP(OIOrMIecKNMU 0COOEHHOCTAMN B BUfe MIOGu6po-
6mactudeckoit nponudepanuu ¢ MUKCOMFHONM MM KOMTareHo-
BOJI CTPOMOIT Ha pOHe BOCIIATNTeIbHOTO NHOUIbTPATA II/Ia3-
MaTUYeCKUX KJIETOK, TMM(OLNUTOB U 303MHODUIOB, NHOTAA
omnpefenseMoil Kak capkoMaro3Hoe obpasosanue [1-3]. BMPO
JIETKOTO — Ype3BbIYAlIHO PeKoe HOBOOOpasoBaHue, 0,04-1% Bcex
HOBOOGpa3oBaHuit merkux [1, 2]. o cux mop Majo CBemeHuit 06
UX KIMHIYECKO KapTHHe, IIaTOTeHe3e 1 0J0I0rYecKoM IIoBe-
meHuu. PaHee onycaHHas KaK «BOCIATIUTENbHA ICEBIOOIYXO/Ib»,
«rpaHyJeMa I/Ia3MaTU4eCKMX KJIETOK» MM «BOCHAIUTeIbHAA M-
6pocapkoma», BMOO mpenMylecTBEHHO BCTPEYaeTCst B MOIOZIOM
BO3pacTe, y OFPOCTKOB 1 fieTeit [2, 3]. BM®O uaiie Bcero passu-
BAaeTCA B JIETKNUX, HO BCTPEYAeTCs IPAKTUIECKY BO BCeX OpraHax
[1,2, 4, 5]. O6bIYHO MMeeT CONMMUTHOE CTPOEHNE, HO PV 9TOM MH-
BasMBHa, a My/IbTU(OKaTbHAS GopMa 3a60/IeBaHIS BCTPEIaeTC

pexnxo. TpaguimonHo BM®O paccmarpuBaeTcs Kak foOpokade-
CTBEeHHas OIIYXOJIb, HO MHOITa BefleT ce6st KaK 3/10KadeCTBeHHasI
C JIOKa/IbHBIMY PelMABAMM M/ MY OT/aI€eHHbIMM MeTacTa3saMu
B 5-10% cnyy4aes [1, 2, 4, 6-8].

KnuHuyeckoe HabnogeHune

[Maunentka b., 30 1eT, B HOs16pe 2021 1. 06paTmiach K abgomu-
HanbHOMY XUpypry MHVION um. I1. A. Tepuena c xxamo6amu Ha
6oy B mpaBoM noppebepbe. AHaMHe3 3a00/IeBaHNUsA OTPaXKeH
B KJIMHMYECKOM JIMarHo3e:

1) C64. HedpobnacToma creBa, COCTOSITHIE ITOCTIE KOMIT/IEKCHO-
ro nedeHns B 1994 r. (HeppakToMMs creBa + MajnMaTUBHASA XU-
MUOTEpANus + IydeBas Tepamus), CTabuaIn3ars;

2) D14.3. BM®O Hu>KHel [o/11 IEBOTO JIEFKOT0, COCTOSHIE T10-
crte RO-aHaTOMMYeCKOI peseK1uy 6a3anbHbIX CETMEHTOB HIDKHEN
IOV JIEBOTO JIETKOTO, MeJacTanbHo nuMmdopuccekum B 2015 1.
IIporpeccuposanne B Hoss6pe 2021 T., 3a0PIOIMINHHEBII COMUTAP-
HBIJl MeTacTa3 ¢ BpacTaHueM B S, Sy, Sy;; CETMEHTBI IleYeHu, Me-
TacTas B Sy, HedeHn (puc. 1).
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CLINICAL CASE

Rare inflammatory myofibroblastic lung tumor
with multi-organ metastasis: A case report
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Abstract

Inflammatory myofibroblastic tumors (IMTs) are extremely rare neoplasms, accounting for 0.04-0.7% of all tumors. Data on their clinical presentation, pathogen-
esis, and biological behavior are scarce. They can occur at any age, involving equally males and females. IMTs have been described as benign neoplasms with
intermediate malignant potential, as local recurrence and distant metastasis may occur. IMTs are characterized by a solid growth type, and a multifocal type is
uncommon. Definitive surgery is the treatment of choice. We describe a clinical case of a malignant IMT with multi-organ metastasis 6 years after definitive sur-
gery on the primary tumor. There is no standard of care in such a clinical situation, especially given the absence of mutations in the primary and metastatic tumors.

Keywords: inflammatory myofibroblastic tumor, inflammatory myofibroblastic tumor metastasis, treatment of inflammatory myofibroblastic tumor
For citation: BudurovaMD, Trifanov VS, Bagrov VA, Lozhkin MV, Chernichenko MA, Surkova VS, Poluektov SI, Lyubchenko LN. Rare Inflammatory myofibro-
blastic lung tumor with multi-organ metastasis: A case report. Journal of Modern Oncology. 2023;25(4):540-546. DOI: 10.26442/18151434.2023.4.202438

B Hos16pe 2021 1. cienana ummyHorucroxumusa (VII'X) rpenan-
OuoITaTa OIyXO/M IedeHN. 3aK/IodeHe: UMMYHO(pEHOTHII OITy-
xonu coorBeTcTBYeT BMOO.

13.12.2021. BonbHast onepupoBaHa B OTAENIEHNY aOLOMUHAb-
Hoit oHKonoruyu MHMOW nm. I1. A. Tepuena (puc. 2). PeBusus
OPIOIIHOI OTOCTH: BCIO IIPABYI0 MOMOBUHY KMBOTA 3aHMMA-
eT MacCUBHOeE OIlyXoJjieBoe 06pa3oBaHNe pa3MepaMi OKOJIO
25x20x15 cM, KOTOpO€e paclaacTaHo 110 3aJjHell IOBEPXHOCTHU
IpaBOJ JONU IIeYEHU U HUOKHEI I0I0M BeHe, BpPacTaeT B IIapeH-
XUMY S, Syp, Syi CETMEHTOB IIeYeHM; B Sy, MOJKANICYTbHOE 00-
pasoBaHIue [0 7 MM B IMaMETPE, B Sy, MHTPANIaPEHXMMAaTO3HOE
obpasopanue o 10 MM B guaMerpe. IIpyHNMasn Bo BHMMaHME
PacIono)KeHye OIyXO0IeBOTO y3/1a M KpaeBOe BpacTaHMe B TapeH-
XUMY IeYeH), PElIeHO COXPAHNUTD NIPABYIO JOMIO eYeHN U BbI-
TOTHUTD ATUIINYHYIO PE3EKITNIO 3aMHTEePeCOBAHHBIX CETMEHTOB
IeyeHN. BBIIIONHEHO yaneHyie HOBOOOPa3oBaHMA 3a0PIOLINH-
HOTO IIPOCTPAHCTBA C pe3eKuueit S;, Sy;, Sy CETMEHTOB NeYeHN,
aTUINYHAA pe3eKuns Sy, medeHu (oTcTym 10 MM OT Kpas OIlyXo-
J1), XONMenUCTaKTOMMA. IIpU MHTpaoepaIiOHHOM YIbTPa3BYKO-
BoM nccrenoBanuy (Y3M) cene3eHKM BU3YaIM31pOBaHO 06pas3o-
BaHUe 10 6 cM - remaHrnoma. Ilop Y3V-HaBuramnuer nposefena
pazMovacTOTHAA TepMOAOIalMA B OIIyXOJIeBOM y371e Sy, (Bpems
SKCIO3uLMu 12 MuH).

Mopdonornyeckoe ucciefoBaHme ONepaniOHHOTO MaTe-
puana. Omyxonb IpefcTaBaeHa nyykamu ¢puopobmacTononob-
HBIX YMEPEHHONIOMMMOPGHBIX KIETOK B MUKCOMTHOM MaTpPUK-
ce, pasfie/IeHHBIX IMPOKMMU IPOCIoiiKaMy GpUOPO3HOI TKaHU
Ha o7IbK). MUTO3BI HEMHOTO4MC/IEHHBIE, HEKPO3BI 3aHMMAIOT Me-
Hee 50%. Omyxo/eBas TKaHb 04arOBO MHOUIBTPUPOBAHA TNM-
dounramu 1 1a3MaTMYECKMMH KeTKaMu. B nepudepndeckux

OTZe/TaxX OIYXO/V HeM3MeHeHHbIe renaTonuTel. OTMedaeTcs mepu-
BaCKy/sAPHOE PACIPOCTPaHEHNE OITYXO/N C IPOPACTaHMEM TMM-
darnyeckux cocynos. Kpas pesekjuy MHTaKTHBL 3aK/IT0YeHNe:
BM®O, xoTopas nMeeT aHaIOTMIHOE CTPOEHIIE C OITYXOJIBIO JIeT-
Koro (rucronormyeckoe mcciuegopanue NeAA8051-69 or 2015 1.).

NUT'X-uccnegopanue. B xnerkax BM®O oTcyTcTByeT 3KC-
npeccusa aKTUBUH-peLenTOp-nofo6Hoi KuHasel-1 (ALK1).
IIponudeparusHas akTnBHOCTD (Ki-67) — mo 10%. 3axmodeHne:
WTI'X-kapTuHa xapaktepHa ausg BM®O.

BonbHas nepeHecIa Xupyprudeckoe BMeIIaTeIbCTBO 6e3 oc-
JIO)KHEHUIA, BBIIIMCAHA B YOBIETBOPUTENBHOM COCTOSHU.

B xope miaHOBOrO 06C/IefoBaHus, Yepe3 2 MecC [OCIe onepa-
VM, OTMEYeH IPOJIO/IKEHHBII POCT OIYXOJIN B IIeYeHU OT (eB-
pasnst 2022 1. B BiJI€ OIIYXO/MEBUIHOTO 0Opa3soBaHus pasMepamu
33x42 MM, CyOKaInCynApHbIe ONyXO/IeBble M3MEHEHNA B Sy, Mede-
HU pasMepamu 7x17 MM. Susp. 06pa3oBaHuUsA CeNe3eHKM, TeBOT0
HAJITIOYeYHNKa, O4ara B IpaBoli IIoUYKe — 6e3 JMHAMMIKIL.

B mapre 2022 r. mpoBezieHa KommnbiotepHas Tomorpadus (KT)
TPY/HO KIeTKM, OPIONTHOI HOI0CTH, 3a6PIOLIIMHHOTO IIPOCTPaH-
CTBa, Ta3a (puc. 3), CAeNaHa IyHKIMOHHAs OMOIICHS OITYXO/IH Ilede-
HM IIOJ KOHTporneM Y3V: uMeetcs GOKyC OIyXO/H, OTHA/IEHHO Ha-
nomyHaroteit BM®O (mpu cpaBHEHMM C TIepPBUYHBIM MaTePHUAZIOM).

IIpoBeneno MI'X-uccnefopanue Ha MaTepuase OIMyXoau Ile-
yenu. Onpepensercs skcupeccnsas MLH1, MSH2, MSH6, PMS2
(MHTeHCMBHOE ¥ YMePeHHON MHTEeHCMBHOCTY OKpalllBaHue 60-
nee 80% snep). Onpefener CTaTyC MUKPOCATE//IUTHOI HeCTa-
6unpHOCTI. DEHOTHII OIIYXOMM CO CTAOMILHONM CUCTEMOI pe-
napanuyu JHK - MSS-craryc. HER2 - 0. 9xcnpeccusa PD-L1
OTCYTCTBYeT, peakius ¢ anTuTenamu Kk CD30 orcyTcTByeT, aKc-
npeccust perentopos sctporenos (0) n nporecrepona (0), ALK
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Puc. 1. KT rpyaHoii kneTku, 6pIoLLHOI NONOCTY W 3a6pPIOLIMHHOTO NPOCTPaHCTBA,
Tasa ¢ BHYTPMBEHHbIM KOHTpacTMpoBaHueM. Hos6pb 2021 r.

3aKntoueHme: neyeHb yBenuyeHa Ao 238x142x227 MM, NpaKTUYECKM BCHO NPaByio
00 3aHMMaeT HeoAHOPOAHOE onyxoneBoe 0bpa3oBaHie. [POTOKM He pacluMpeHbl.
B ceneseHke onyxonesuaHoe obpaszoBaHue 46x53 MM. B nerkux o4aroBbix

1 MHOUIBTPATUBHBIX M3MEHEHWI HE OnpeaenseTcs.

Fig. 1. CT scan of the chest, abdomen, retroperitoneum, and pelvis with
intravenous contrast enhancement. November 2021.

Puc. 2. UHTpaonepauuoHHbIii BUA onyxonu nocne atana Mobunusaumm. 13.12.2021
Fig. 2. Intraoperative tumor view after mobilization stage. 13.12.2021
2 T X

(TpaHcmokanus) — oTpuLaTeabHbll, TP53 — oTpuLIaTeNbHBIN pe-
3ynbTaT, SMA — 04aroBo NOMOXKUTeTbHAA 3KCIIPECCUSA B KJIETKAX
OITyXOJIH, CTEHKaX COCY/IOB ¥ OPOHXOB.

BrImonuumm MoneKynsapHO-TeHeTUIeCKOe MCCIENOBAHNE C Iie-
JIBIO OTIpefle/IeHM s TePMUHAIBHBIX M COMAaTUYECKUX MYTaLUit
B reHax BRCA1, BRCA2, CHEK-2, BRAF, EGFR, RET, PIK3CA,
NTRK, ROS1, C-KIT. KnyHN4ecKy 3HaYMMBbIX ITaTOT€HHBIX MY-
Taluil He BBIABUIIL.

MexaucuunnuaapHbiii KoHcunuym B MHMOM nm. I1. A. Tep-
1ieHa, TefieMeuMHCcKaA KoHcynbranua ¢ ®I'BY «HanmonanbHblin
Me[JMLIMHCKUII MCCTIeN0BATENbCKIUI IIEHTP TPAHCIIAHTONOT YN
M MCKYCCTBEHHBIX OpraHoB uM. akaj. B. V. lllymakosa» 25.03.2022.
[TprHMMas Bo BHMMaHNE JAHHBIE O METACTa3€ B IEYEHM PEIKON
ZoOpOKaueCTBEHHOI OIMYXO/IN JIETKOTO, XUPYPrUdecKoe jaede-
HUe KpaliHe PMCKOBaHHOE [0 PasBUTHIO (aTaIbHBIX OCIOXKHe-
Huit. TpaHCIIaHTaIA TIeYeH) He II0Ka3aHa B CBA3M C HA/IM4M-
€M CMHXPOHHBIX CyCINIIVIO3HBIX OYaTOB B €AMIHCTBEHHOI IPaBOi
IIOYKe U Ce/le3eHKe, a TaK>Ke arPeCCUBHBIM TedeHMeM 3aborte-
BaHMA. ViMewmmuecsa efMHNYHbBIE TUTEPATYPHbIE TAHHBIE O TI0-
NBITKaX TPAHCITAHTAI MY IIeYeH ) MTAL[ME€HTaM C JaHHBIM BUJIOM
OIlyXO/IM He HeCYT B cebe CUCTEMHOTO IIOHMMAaHUA IeYeHN A Me-
TOZOM TPAHCIUIAHTAIIVM BOCIIATUTENbHOI MIOPUOpo6IacTu-
YeCKOl OIyXOJIMN.

KoM6uHMpOBaHHAA IO3MTPOHHO-3MUCCHOHHAA M PEHTTe-
HoBcKaA KT Bcero Tena 14.04.2022. 3axodenne: MeTaboMyecKu
aKTUBHOE OIyX0/eBOe 0OpasoBaHite npaBoii gomu nedern (SUV,
6,0) c BepOATHOJT MHBa3Mell TPaBOro HAJTIOYEYHVKA, OIIyXOJIeBbIi
TpoMb B BOPOTHOII BeHe U ee Bo/eBbIX BeTBAX (SUV,,, 6,2), omy-
XOJIEBBIN IPOIIECC MO KATICY/Ie Sy, IeYeH !, OTTyXOJIeBbIe Y3/Ibl B Ce-
Ne3eHKe 6e3 runepmerabony3Ma 1 B eIMHCTBEHHOI IIpaBoil HOY-
Ke, SUSp. ovar B Tefe L;; T03BOHKa C TOBBILIEHHBIM METa00/II3MOM.

MeXpucuuninHapHbplii KOHCUANYM B anpene 2022 r.
B MHVOMN um. I1. A. TepuieHa. YUnTBIBasA IPOROI>KEHHBIN POCT
MeTacTa3a BOCIATUTENbHOI MIOPUOPOOIaCTUIECKOIT OYXO0-
7M1 TIETKOTO B TIeYeH !, O03peHMe Ha MeTacTa3bl B PaBoif 0Y-
Ke, ce/le3eHKe, JIEBOM HaJJI0YeyHIKe, Tene L mo3BoHka, ALK-
HETaTUBHBIN CTAaTyC OIYXO/N, OTCYTCTBME MYTalMif, TallieHTKe
peKOMeHIOBaHa Tepanus Lenekokcubom 200 mMr (HecTepous-
HOe IPOTMUBOBOCHaNNTeNbHOE cpencTBo — HIIBC) 2 pasa B cyrT-
KM €K€/JHEBHO.
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Puc. 3. KT rpyaHoii kneTku, 6pioLuHoil NonocTy, 3a6pioLuMHHOTO NPOCTPaHCTBa,
Tasa. 18.03.2022.
Fig. 3. CT scan of the chest, abdomen, retroperitoneum, and pelvis. 18.03.2022.

Puc. 4. KT rpyaHoii kneTku, 6pioluHoil nonoctu, Tasa. CeHtabpb 2022 r.
Fig. 4. CT scan of the chest, abdomen, and pelvis. September 2022.

B centsa6pe 2022 . mposenena KT rpyaHoit KieTKy, OPIOLIHO T0/I0-
cT1, Ta3a. OTMeYeHbI TOCTONEPAIMIOHHbIE MI3MEHEHN A IeBOTO JIETKOTO,
yBe/mIdeHye pa3MepoB OITyXO/IN IPaBO¥ IOV TIeYeHN I TIPOTSKeH-
HOCTH OITyXO/IEBOTO TPOMOa B BOPOTHOI! BEHe 1 €€ JO/MEeBbIX BETBSX.
Omnyxonesble y3/bl B TPOEKINM JIEBOTO HAJTIOUEYHMKA U TIPaBOi
TIOYKJL, OYar B Tefie L T03BoHKa — 6e3 HaMuKy. OTIyXO/eBbIi y3ert
B Cele3eHKe — HEKOTOPOe YBelTnyeHIe pasMepoB. MHOXXeCTBEHHbIE
pacuIpeHHbIe KO/UIaTepaiy BOPOTHON BeHsI (puc. 4).

17.10.2022. Viccnegoanne PD-L1 n PIK3CA B myHKIMOH-
HOM MaTepuaje oIyXonu neBoi gonu nedern. TPS — 1% PD-L1
(SP263) - cnabo monoxxurenpHas skcupeccust. PD-L1 - orpuua-
Te/IbHAs KCIPECCHs.

HOunamuka MI'X-nokasareneit Ha MmaTepuane BM®O HuxHelt
IOV JIEBOTO JIETKOTO, METACTa3a B IIPABOIi [j07Ie IIeYeH !, TPellaH-
6uonTaTa MeTacTasa B JIeBO oJIe IIeYeH N IIpYBeieHa B TaoI. 1.

ITo pexoMeHmaMAM MEXAUCHUITMHAPHOTO KOHCUINYMA
MHUMOU um. I1. A. Tepriena 17.10.2022 Hayanu Tepannio MHTY-
6uTOpOM THPO3UHKMHA3E BoTprenTom 800 Mr/cyT.

BoimonHeH nanaponenTes 18.01.2023: sBakyupoBaHo 16 11 ce-
PpO3HO XULKOCTHU.

20.01.2023. KT rpysHoit K1eTKH, GPIOIIHOI MOTOCTH, Ta3a:

1) cybroTanpHOe 3aMelleHNe OMYXO/IbI0 JIeBOIL [OIU IIeUYeHN
pasmepamu 210x141x265 MM (panee 74x103x844 MMm), ¢ BOBIIe-
9YeHNEM JIEBOJ BETBMU ITOPTaTbHOI BEHDI;

2) yBenn4eHue pa3sMepoB OIYXOIN B Sy IIe4eHM C MHBa3Mell
MpaBOro HaiMoYeuyHyKa o 60x51 Mm;

3) mosiB/IeHNe B II€YEHN AEI03UTa pa3MepoM 34x22x30 Mm;

4) OoIyXonb B IPOEKINY IEBOTO HaAIOYeIHIKA PasMepoM
13x23 MM (6€3 fuHaAMUKN);

5) OIIyXOJIEBBII y3€II Cele3eHKU o 72x88 MM (6e3 AMHAMUKN);

6) I'MIIOBACKY/IAPHBIIT OYar IIPaBoil HOYKM pa3MepoM 10x8 MM
(6e3 muHAMUKM);

7) CycnMLMO3HBII ovar B Tene Ly mo3BoHKa 70 12X9 MM (6e3
OVHAMUKI);

8) MHOXXeCTBEHHbIE KOJI/IaTePajIli BOPOTHOI BEHBI;

9) acuur.

3aknouenne koucunuyma B MHVMOMWM um. II. A. Tepuena
22.01.2023: yunThIBasA OTPULATENbHYIO [UHAMUKY Ha (OHe Te-
panuy MHrMO6MTOPOM TUPO3MHKIHASBI, IPUHATO PellleH1e OTMe-
HUTb IIpYeM IIperapaTa U pOJO/DKUTD TedeH e JOKCOPYOULITHOM.

B MHUOW nm. I1. A. Tepriena 24.01.2023 mposenn 1-it Kypc Xu-
muotepanuu (XT) gokcopybuumnom (83,5 mr). [TanmeHTKa 1epe-
Hec7Ia 7iedeHe OTHOCUTE/ILHO Y/i0B/IeTBOPUTEIBHO.

Ot npoBepenns 2-ro kypca XT pemeHo Bosfep>kaTbcA.

Y4uThiBasA pasBUTHE B MEXKYPCOBOM IEPUOJi€ OCTOXHEHMI

COBPEMEHHAS OHKOJ10M 1. 2023; 25 (4): 540-546



https://doi.org/10.26442/18151434.2023.4.202438

Tabnuua 1. iunamuka UrX-nokasareneii Ha Matepuane BM®O HuxHel fonu nesoro
JIerKoro, MeTacTasa B NpaBoii fosie NeveHy, TpenaH-6uonTaTta MeTacTasa B fieBoi
Aone neyeHun. OTMeyeHo HapacTaHWe 310Ka4ecTBEHHOCTU MeTacTasupytoLueit BMOO.
Table 1. Change over time of immunohistochemistry indicators in the tissue of
inflammatory myofibroblastic tumor of the lower lobe of the left lung, metastasis in the
right lobe of the liver, core biopsy specimen of metastasis in the left lobe of the liver
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B CTafuy JeKOMIIEHCALIMY ¥ OOIIMIT TAXKENbII COMaTUIeCKMII
craryc nauueHTku (ECOG 4), pekoMeH/J0BaHA CUMIITOMATHYe-
CKas Tepanus.

Ha MoMeHT ny6nmKanmum cTaTby IMallMeHTKa HAXOUTCA B TS-
JKE€JIOM COCTOAHMM, TPOBOIUTCSA CUMIITOMATIY€eCKas Tepanus.

06cyx peHune

BM®O - penkoe fobpokadecTBeHHOE HOBOOOpa3OBaHue, Xa-
pakTepusyiomieecs nponudepaleii BepeTeHOOOPa3HBIX KI€TOK
B BOCIIA/INTeNIbHOM MHUIbTpaTe. BM®O ompepensercs Kak pesi-
KO MeTacTasypyloliiee Me3eHXIMarbHOe HOBOOOpa3oBaHue Ipo-
MEXXYTOYHOI1 37T0Ka4eCTBEHHOCTM B COOTBETCTBUM C KIaccudu-
Kanueri BcemnpHoIt oprannsauuu 3gpaBooxpanenus 2013 r. [8].
BM®O npeumyiecTBeHHO pa3BUBaeTCsA B MOJIOIOM BO3pacTe,
y IOAPOCTKOB U jeTeit [2, 4]. BoMbIIMHCTBO 3TUX OIYXO/eil MMe-
10T MECTHO-PaCIIpPOCTPaHEHHBIN XapakTep, HO B 5-10% cny4aes
OTMEYeHO OTAaNeHHoe MeTacTasuposane (1, 7]. Ins BM®PO rner-
KUX OTMEYEHO JIOKaJIbHOE peluiuBupoBanne B 13-25% cnydaes
[7, 9]. Cpenu BHenerounpix BM®O coo61anoch 0 4acToTe pery-
IMBOB OT 25 110 37% [10].

BM®O #eMOHCTPUPYIOT YYBCTBUTENBHOCTD IIPU KOMOMHUPO-
BaHHOJ1 I03UTPOHHO-9MUCCUOHHOTE 1 peHTreHoBcKoi KT ¢ ¥F-O/IT.
OpnHako OHa KOppenupyeT ¢ MHAEKCOM nponudeparnm u crere-
HbI0 BocnasieHns B onyxonu [11]. ITosromy mopdonorndeckue
uccnegoBanus ¢ VII'X ABnA0OTCA OCHOBOM AuarHoctuku BM®O.
OmnyxoneBuHble 00pasoBaHMsl, PEHTTEHONOIMYECKM 1 MOpOIOo-
rudecky umuTupyomue BMOO: mynbTudoxanbablit Muo¢u6po-
Maros, y3/10B0ii ¢pacuunt, Gpubpo3Has raMapToMa, MUOSINUTENNO-
Ma, Kanpiuunupyolias ¢puoposHas MceBaoonyxos [7].

ITpn T'X BM®O yame Bcero skcnpeccupyoT SMA u BuMeH-
TUH C TIepeMeHHBIM OKPAIIMBaHVEM /IS aKTUHA, B TUCTUOLIUTAP-
HBIX K/IeTKax Habmofaercs peakTuBHOCTh CD68 [2, 10]. BM®O
c sKcmpeccueit SMA BbIABNAIOTCA B 56% Ciy4daes, YTO MO3BOJA-
eT BbIfie/InTh ABa nojgTuna BM®O: SMA-nosutubHbie 1 SMA-
orputatenbHble. SM A-II03MTUBHBII OATUI — GOTIee arpecCBHBII
BapMAHT, XapaKTepM3yIOMNIICA CKIOHHOCTBIO K IHBA3VBHOMY POCTY
[2]. Oxcnpeccusa/mepectporika 6enka ALK (reH KiHa3bl aHAIIACTH-
4eCKoil 1MMGOMBI) IPUBOANT K aKTUBAL[MY TUPO3MHKMHA3bI Y MO-
et 6bITh 06Hapy>xena mpu VII'X [2, 7]. [Tepectpoiika rena ALK min
akcnpeccya ALK npucyTcerBytor B 50-60% crydaes BM®O (1, 3].
Vicxopa ns atux ganubix, BM®O c runepakcnpeccueit SMA, ALK
BBIJIeJIEHBI B KaT€TOPIMIO BOCIIATMTE/IbHBIX IICEBJOOITYX0/el KaK
OT/ie/IbHbIe 00pa3oBaHMs CO 3/I0Ka4eCTBEHHBIM ITOTEHIIAIOM [2].

Omnucanpl cmuAnua kunas (ALK) ¢ yuactuem ROSI, PDGFRﬂ, RET
u NTRK, KOTOpble UT'PAIOT pPelIAIOIIyI0 PO/Ib B OOTOr MY MHOTUX
BM®O u Bcrpeyatotcs B 85% BM®O nerkux 4, 12-18]. Hanporus,
y 25% BHeneroynsix BM®O He 651710 06Hapy K 1MBaeMOTo CIUAHUA
renoB [17]. llonumManue MonexynspHoro nanamagra BMPO umeer
Ba)KHOE 3Ha4YeHIe, TOCKOJIbKY CETOf[HA OH SABJIAETCA OCHOBOU BbI-
6opa cxembl JIeYeH NS C BKTIOYEHIEM NHTIOMTOPOB TUPO3MHKMHA-
3bI 1 HOBBIX II€/IeBbIX TePaIleBTIYECKMX CPEJICTB, BK/IIOUNB TapreT-
HYIO Tepalnio TaK>Xe I Hepe3eKTabelbHOIl, pelMANBIPYIOLeil
1 MeTactaTnyeckoii BM®O [4].

VIMes TPOMEXYTOYHOE OMOTOTMYECKOe TeYeHMEe C PUCKOM
MECTHOTO Pel/iVBa ¥ HUSKVM HOTEHIIaJIOM MeTacTa3pOBaHIS,
RO-xmpypruyeckoe nedenie BM®O ocraercs «3010TbIM CTaHAAP-
Tom» [1, 2, 19]. TTocie RO-pesexum agploBaHTHAS TepaIs He I10-
KasaHa [3,4,9].
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Puck pennpusa nocne R1/R2-onepauun gocruraer 60%, HO
CIIOHTAHHOE pa3pelleHNe TaKxKe omycano nocie R1/R2-pesexnun
[3,9, 19]. PeunamBbl IOC/IE XMPYPrUYECKOTO JIEYeHUS B CpeTHEM
BCTpeYaoTCcsA B 25% cryyaes, IpM 9TOM IIOBTOPHAA PafiMKaIbHaA
orepanys, IOMONTHEHHasA B HEKOTOPBIX C/Ty4YaX JeKapCTBEHHBIM
JIedeHVIeM 1 Ty 4eBOIi Teparuert, MoxeT ObITb 9 hexTuBHOI [9, 19].

BM®O meTtactasupyet B 5-10% cnydaes [1]. MeTacTasupyet
BM®O B nerkue, ro10BHOI MO3I, peXKe B IIe4eHb, KOCTH, KOCT-
HBIIT MO3T U uMdaTuydeckue y3isl [1]. Ha cerogHAMHEMII feHDb He
CYIIeCTBYeT CTaHAapTa MeUIIMHCKOI IIOMOLIY IIPY IIPOTPeccu-
pytomeit BM®O [4, 20].

Hannune BocnanurenbHoro kommnoHenta B BMOO 06bscHs-
eT IpUMeHeHNe IPOTUBOBOCIIAUTENbHBIX CPeACTB (cTepousbl/
antn6mornku/HIIBC), koTOpble epBBIMM MCIIOIB30BAIN ISt
nedenns BM®O [4, 21]. Dxcnpeccus pakropa pocta 3HAOTENNA
cocynos (VEGF) u uknookcurenassi-2 (COX-2) npu BM®O noz-
TBEPXKAA/IN Lefeco06pasHOCTDb 1 3¢ PeKTUBHOCT MPUMEHEHNS
HIIBC [22]. HanpoTus, B Apyrux cOOOLIEHNAX He OTMEYEHO HI-
kakoro orBeta Ha HIIBC u rimrokokopTukoust [23]. OnHako ecth
coobmenns o6 yxyautenun u peunpnusax BM®OO na done Tepa-
muu cteponnamu (24, 25].

XT B OCHOBHOM MCIIO/Ib3Y€TCA B HEOAI'bIOBAHTHBIX PEeXKMMaX
[JI yMeHbIIeHUs pa3MepOB OIYXO/IN, YTO CIIOCOOCTBYET BHI-
nonHuio RO-pesexnym. Onmcano MHOXecTBO cxeM XT, BkTogas
ndpochamui-BUHKpUCTUH-TaKTHHOMULMH (IVA), BUHKpUCTUH-
makTuHOMMLMH-nuKAopochamuy (VAC), BUHKPUCTUH-
makTuHOMULMH-npochamui-gokcopyourun (VAIA), MmoHOTe-
panuio nuknodocdhaMmuzoM, MeToTpeKcaT-BuHOmacTu (MTX/
VBL) / Bunopen6un (MTX/VNB). B perpocrekTuBHOM 0630-
pe meTeit n B3pocneix ¢ BM®O, monydaBmux Tepanmuio B 9 eB-
POIIeICKMX IIeHTPaX JIe4eHN A capKoM, ucnonb3osanne XT cap-
koMbl MATKuX TKaHeirt MTX/VBL nnu MTX/VNB npuseno
K o61eit yactore oTBeTOB (ORR) B 48 11 54% COOTBETCTBEHHO [26].

ITo ganubIM UccnenoBanusa EpSSG NRSTS (2005 r.) ORR npu
MTpOBe/IeHN M TTa/I/IMATYBHONM XMMUOTEPANINH Y TTAIIMIeHTOB C Heo-
nepabenpHbiM BM®O cocrasuna 64%. Ho ormedeHo, 4To B 8 u3
10 cydaeB nanyenTs orBeTmn Ha MTX/VBL (3T0OT pexxum Tak-
e MICHO/Ib3yeTcA Ipu JecMouaHoM ¢pubpomaTose) [7]. ABTOpEI
clieNlani BBIBOJ, YTO B C/1y4ae Hepe3dekTabenbHoit BM®PO cxe-
Ma MTX/VBL gocratouno a¢deKTHBHA M XOPOLIO ePEHOCUTCSL.

3amocenHee gecATuIeTHE Pa3pabOTAHO MHOXECTBO TepaIleB-
TUYECKNX CPeCTB, HanpaBneHHbIX Ha ALK, ROSI, PDGFRp, RET,
NTRK u gpyrue MOeKy/IsIpHble U3MEHEHM 5T, 00Hapy >KeHHbIe TP
BM®O. Ha ocHOBe 9TOro TapreTHasi Tepanims Ha3HavaeTCs Ipu He-
pesekTabenbHON, pelnAMBUPYIOLeil 1 MeTacTaTndeckoit BMPO.
B HacTosIee BpeMsI HeT ef1IHOTO MHEHN 00 OIITHMa/IbHOM JIede-
Huu, ocoberno npu ALK-uerarusHbsix BM®O [20].

ITonoxwnrenpHoctb ALK pu VITX peficTaBiiseT co60ii cysaHue
reHoB Ha ocHoBe ALK 1 yaie BctpeuaeTcs y fieteit c BM®O, uem
y B3pocnbix [1]. Dkcnpeccus u nepectpoiika rena ALK onycaHb
KaK XOpolllxe IPOrHoCTIYecKye Mapkepsl i BM®O, Torma kak
ALK-orpunarensHsiit BM®O 6ornee arpeccuBeH u 4alie BCTpe-
gaeTcs npu Meracrasupymomux BM®O [1, 18, 27-35].

B 50% cnyyaes BM®O obHapyxuBaoTcs nepectpoiiku ALK,
[IpY 3TOM KpU30TUHMO HoKasan cBok ¢ exTuBHOCTD [20, 27].
Kpusotunub siBisercst nepopansubiM nurubéuropom ALK, MET
u ROSI. B mHorouenTposoMm nccnegoBanuu 11 dassr gis manu-
eHTOB craplre 15 et ¢ HeomepabenbHoit BM®O oTMeueHO, 4TO
y 50% nannentos ¢ ALK-1I070XuTenbHBIMY OIyXOnAMM 1 Y 14%
nanyeHToB ¢ ALK-oTpuiiaTe/IbHBIMY ONyXO/IAMM OTBET Ha KPU-
30TUHIO ObIT 06beKTUBHBIM [28]. B omy611koBaHHOM MCCIEO-
Baunu 30% ALK-nonoxutenbupix BM®O y fieteit u B3pOC/bIX,
HOJTyYaBIINX KPU3OTHHMO, MMEJIN MOMHYIO YIJIY YaCTUYHYIO pe-
Muccuio [36]. CpenHAA TPOJOIKUTENbHOCTD JT€YeHNA COCTaBU-
na 1 roj, 5 NallMeHTOB CMOIINA IIPEKPATUTD NIPUEM KPU3OTUHU-
6a 6e3 peupuBa.

ITpuMeHeHne KpU30TUHIOA IPUBETIO K M3MEHEHNIO [IapaIUT-
MBI B JIEY€HVY TAK)Ke IIPOTPECCUPYIOMNX ¥ PelyNBAPYOIUX
ALK-nonoxurenbHbix BM®O ¢ XopomMu 1 JJINTETbHBIMU KU~
HIYeCKMMH OTBeTaMI B GOTIbIIMHCTBe crydaes [18, 30]. OpHako
MO-TIPe)XHEMY BapJMaHTBI JIeYeHM S OTPaHNYEeHbI [ MAI[IeHTOB
¢ ALK-neratuBasiMu BM®O [37].
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ALK-orpunarensabie BM®O cBs3aHbI ¢ 60/1ee BBICOKMM PUCKOM
pasBUTHA OTHa/IeHHBbIX MeTacTa3oB [1]. [Tockonpky Mano nudop-
Mauuy 06 OHKOreHHbIX TpuunHax ALK-orpunarensusix BMOO,
IO CUX IOp He CYIIeCTBYeT CHel(UIHBIX U JOCTYITHBIX TapreT-
HBIX IIpenaparoB. B 2014 r. ony611MKOBaHO UCCIefOBaHNe, B KO-
TOPOM BIIepBBIe IOKa3aHo, 4To ALK-oTpunarensaas BMPO mo-
JKeT COflep>KaThb IPyTrue CIUSAHNA K1Ha3, Takue kak ROSI, NTRK,
RET vinu PDGFR{ [20].

O nepectpoiikax ROSI coobujanocs npumepHo B 9-13% ciy-
yaeB BM®O, n Bce cnyvan 6bin ALK-oTpunatensusimu [38].
BaxHo 0TMeTUTD, uTO BO Bcex ALK-oTpuijaTenbHbIX crydasx 06-
Hapy»xeHbl crssHus 160 ROSI (67%), nu6o NTRK3 (33%). B nu-
TepaTrype OIMCaHbl KIMHUYECKIe CTydan y eTeil M IOIPOCTKOB
¢ BM®O nerxux, y KOTOpbIX BblsiBleHa mepectpoiika TGF-ROSI:
y BCEX OTMeYeHO 3HAYNTEe/TbHOE YMeHbIIeHle pa3Mepa OIyXo/n
Ha QoHe nedeHns KpusoTuHM60M (250 Mr) [12, 20].

B 1je/roM 31 JaHHBIE IOYePKMBAIOT BaXXHOCTb MOJIEKY/IAPHO-
regeTndeckoin guarHoctuku BM®PO, ocobenno B ALK-
OTPMIIATE/NIbHBIX CTy4YasAX. TeXHOMOrMM CEeKBEHMPOBAHNUA MOTYT
MMeTb IPENMYILEeCTBO, IOCKOIbKY MOT'YT UAEHTU(PHULMPOBATD He
TOJIBKO C/IMAHMUE T€HOB, HO V1 HOBBIE MyTal[uy TeHOB [17].

OnuTeNMoONfHasA BOCIANNTeIbHAA MIODUOPOOIacTIYeCKas
capkoMa (EIMS) - pepxnit arpeccusnbiit nogrun BM®O c xapak-
TePHBIM AJIePHBIM MeMOPaHHBIM MM OKOJIOSIIePHBIM OKpaIliBa-
HueMm ALK. Sxcpeccust CD30 takke onucana B EIMS [6, 29, 39].
EIMS nmeeT xyammit mporuo3s mo cpapHeHnto ¢ BM®O: noutn 50%
MIAIIMIeHTOB YMep/IY Ha MOMEHT ITyO/IMKaL[ MY IePBBIX JAaHHBIX [36].

OnTyManbHas NPOfOKUTENLHOCTD TAPIeTHOM TepaInny OCTa-
eTCst Hen3BeCTHOI [31]. B He60/IbIIOM peTPOCIIEKTBHOM KOTOPT-
HoM uccnepgosanny BM®O/EIMS BrickazaHO IpefIIONoXeHNE,
4TO mpyeM MHru6MTOpoB ALK MOXKeT ObITh IIpeKpallieH Y malu-
€HTOB, KOTOPBIM BBIIIOJTHEHO XM Py PrU4ecKoe BMeIIaTeIbCcTBo [30,
35]. ITpy Hepe3seKTabeIbHBIX OITYXOJLAX M TPV MeTACTa3ypyolIelt
BM®O nevenne cnoxunoe: uurnburopst ALK I moxonenus (xpu-
30THHMO) MOTYT UT'PATh Ba>KHYIO POJIb, OHAKO JaHHbIE 00 MHIH-
6uropax ALK II mokosieHus OrpaHMYEHBI.

Leputnuu6, nurnburop ALK II moxoneHus, Takxe IoKasai
csolo 3¢ dexrnBHOCTb Tpy BMPO. B MHOTOLIEHTPOBOM MCCIIE-
nosanuu I paser (NCT01742286) y neteit ¢ ALK-070>KMTeIbHBIM
BM®O noxkasaHo, 4o ORR neputnnmnba cocrasnser 70% [40].
ITpu 3TOM MefiMaHa MPOAOIKUTENBHOTO OTBETA He JOCTUTHYTA
1A nanuenTos ¢ BM®O [40].

E. Brivio u coaBT. (2019 r.) coo61mn 0 fBYX OKa3aTeNTbHBIX
cryyasx BM®O y mereit, mony4yaBIINX LepUTHHUO B KIMHUIECKOM
ucnbitanuu (NCT01742286) [41]. OnbIT 1e4eHNUA TOTEHIIMATBHO
MOXXHO nepeHecty B uHrubmposanme ALK npu BM®O, koropoe
B OCHOBHOM 00ycnoseHo cnusauyeM ALK [41]. OnHuM u3 0CHOB-
HBIX OTpaHMYeHNIT MHInouTOopoB ALK sAB/IAeTCA MpUOOpeTeHHa s
Pe3MCTEHTHOCTD, Pa3BMBLIAACA BO BpeMs JIeYeHM .

Jlpyrue aHanorn4Hsle menessle mpemnaparsl ALK - anextnauo,
6puraTuHu6, TOpIATUHUO, SHCAPTUHMO — IPOXOAAT KIMHNIECKIE
nccnengoBanus. Heobxopuma 6omee Maciutabuast pab6ora, 4To6b!
OIpee/INTDb pONb 3TUX MHrN6MTOpoB ALK B KauecTBe BapuaHTa
1-71 TMHUY Tepanum.

CeeKTVBHBIII THTUOMTOP TPOIOMMIO3MH-PELIeITOPHOI KIHA3DI
(TRK) maporpexTnan6 raxxe sadpdexruset npu TRK-mosuTHBHBIX
OITYXOJIAIX C BbIPa>KEeHHO M JINTENbHOJ IPOTUBOOIYX0/IEBOM aK-
TUBHOCTBIO [42]. IIpu Meuane Habmonenns 9,4 Mec 86% maries-
TOB C OTBETOM IIPOZIO/KA/IN JIedeHNe VTN TIepeHeCIN PauKab-
HYIO OIepaLIIo.

IHTpekTnHUO, nHrnburop pan-TRK, ROSI n ALK, 6esonaceH
u 3¢ deKTVBEH IpYU 3aYIEHHBIX CONMAHBIX OIYXO/IAX CO CIMA-
Huamu NTRK, ROS1 wnu ALK [43].

CD30 aBnseTcs MHTEPECHO MOTEHIMATbHOI TepameBTHye-
ckoit muieHbio npu EIMS, Hanbosee arpecciBHOM BapuaHTe
BM®O. Bpentykcumab BefOTHH IIPeCTABIsET COO0iT MOHOKIO-
HanbHoe aHTuTeno Kk CD30. [Ina nevenus EIMS cnenyer paccma-
TPUBATh BO3MOXKHOCTb KOMOVHMPOBaHM A TapreTHOI Tepamun
CD30 u ALK, Ha ¢poHe KOTOPOIt TPOfIEMOHCTPUPOBAHA ATUTE/b-
Has BpDKMBaeMocTb mpu EIMS [39].

B ogHOM M3 nccnenosauuii B 69% coydaes BM®O BbIABIEH MO-
noxurenbblit PD-LI [36]. 9xcnpeccus PD-L1 ormedena B 70-88%
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ALK-nerarnsubpix BM®O, B 80% penuiuBupy0mMUX UM MeTacTa-
TUYECKUX OITyXojieit, B 70-88% penuanBupyromiei u MeTacTaTude-
ckoit ALK-neratusHOit BM®O, 4T0 yKa3bIBaeT Ha BO3SMOXXHYIO POTIb
MMMYHHBIX MHIMOUTOPOB y nanueHToB ¢ ALK-HeratnHOT BMPO
[36, 44, 45]. Boicokue nokasaTenu noaoxurensHoct PD-L1 npu
ALK-orpumnatenbHoit BM®O nopuepKnBaioT, YT0O 3TOT KOHTPOTIb-
HBIJ Ty Th AB/IAETCSA BayKHBIM [1 KIMHIYECKIX VICCTIENOBAHMI TP
peunauBupyolieM/pedpakTepHoM 3aboneBaHun [36, 44, 45]. dtu
IaHHbIE TIOATBEP)XX/JAI0T IOTEHIITbHOE TPUMeHeH e MHTMOUTO-
pos PD-1/PD-L1 (nem6pomnnaymab, HUBOIymab u ap.).

B nemom nporaos BM®O xopomnii: 5-1eTHAA BbIXXMBAEMOCTb
6e3 peunyBa B 83% 1 5-7meTHsis1 0011 st BBDKMBaeMOCTb B 74-91%
ciy4aes [2, 19]. IIpu atom European pediatric Soft Tissue Sarcoma
Study Group (EpSSG) mpepmonaraet, YT0O BbKIBAeMOCTb Offi{Ha-
koBa i ALK-nnonoxxurenbubix u ALK-oTpunaTenbHpIX coyya-
eB BM®O [7].

PapukanpHOE XMpyprudyeckoe BMeIIAaTeTbCTBO ABAETCA Me-
TooM BbIbopa pu nokannzoBaHHbIX BM®O jerxux: 10-nmeTHsist
BBDKIBAEMOCTb cocTaBuia 89% 6e3 af’blOBaHTHOI Tepanuu [21,
46]. YacToTa MeCTHBIX peliuANBOB Ipu 1erouHpix BM®O cocras-
nset 13-25%, npy BHenerouHbix BM®O penuansel BCTpedaroT-
¢ vame — 25-37% [1, 7]. Pasnu4mit BBDKMBAEMOCTY B 3aBUCHMO-
CTM OT Pa3Mepa 1 IOKaIM3al[ M OITYXOJI}, BO3pAcTa MaljieHTa HeT
[1, 7]. TTo muenwuto O.B. ITuknua u coasrt. (2017 r.), 0CHOBHOII Ipu-
YIHOJ JIeTaJIbHOCTHU OT Iporpeccuposanusa BM®O aBnsercs He-
pajyKaIbHOe XMPYpPrudeckoe BMELIaTeIbCTBO [2].

MHorue BOIIpock! B iuarHocTuKe 1 nedennyt BM®O eme nmpep-
cTout pemnthb. CylecTByeT HeOOXOAMMOCTb B CTAaHAAPTH3a-
LMY MOJTIEKY/APHO-T€HEeTUYEeCKOI AMATHOCTUKM [/ BbIABIIE-
HUA anbTepHAaTUBHBIX cysaHu B ALK-oTpunarensasix BMOO.
MonekynapHoe cekBeHuposaHye BM®O cienyer BbIIIONIHATD
B TOM YJICTIE U /1A BBIABAEHM A arpeccyBHoro nopruma EIMS. Takxke
HeoOXOIVMO OIpeJe/IUTh PONIb IPOTVBOOIYXOIEBOTO JIeIeHU A
BM®O, cpaBHuTS pe3ynbrarsl X1 ¢ TapreTHOI Tepanmeli IIpy Hepe-
3eKxTabe/TbHBIX, My/TbTU(OKATbHBIX U MeTacTaTndecknx BM®OO [7,
26,28, 33]. TeM He MeHee Cy1eCTBYeT CTaH[APT AUATHOCTIIKY U JIe-
KapCTBEHHOTO /IeYeH N I, PEKOMEHIYeMblil AMepPUKaHCKOI HaIlo-
HAJIBHOII CeThI0 110 60pbbe ¢ pakom NCCN npu BMPO ¢ tpancio-
kaueit ALK (NCCN Version 2.2022, 08.06.2022) [46].

TaprerHas tepanus naruéburopamu ALK Bce erje HaxoguTcs
B CTQIMM KIMHUYECKOJT pa3pabOTKM 1 OLIEHKM Pe3y/IbTaToB jleye-
Hus (7, 34, 47]. Kpome Toro, onTumManbHas IpOJOIKUTEIbHOCTD
TApPreTHOJ TePAIINy OCTAETCs HeU3BeCTHOI [31].

3aknoueHue

KnnHnveckoe HabmoeHne feMOHCTPUPYeET, 4T0 Ipu BMDO
JIETKOTO MOXKeT Pa3BUTHCA MYIbTMOPTaHHOE MEeTaXpPOHHOE Me-
TacTa3MpoBaHue, HECMOTPS Ha MOPQONIOTNIecKye XapaKTepu-
CTUKMU JoOpoKadecTBeHHOI onyxomu. Jlesenrie BM®O spomionu-
OHMPOBAJIO, BK/IIOUMB B TEPANNIO MHTMOUTOPHI TUPO3UHKIHASHI
1 HOBbIe Iie/IeBble TepaneBTH4ecKye cpencTaa. Ho He cymjecTsy-
€T CTaHJapTa OKa3aHMs MeIMIVHCKO TOMOIIY IIpY Hepe3eKTa-
6enbHOI 1 MeTacTasupyoeit BM@®O, kak B IpyBe/jeHHOM HaMM
K/IMHIYeCKOM HabmofeHuy nanueHTku ¢ ALK-otpuiarepHoit
OIIYXOJIbIO JIETKOTO, Y KOTOPOJ OTCYTCTBOBANM U APyTUE MyTa-
nyy. OTCYyTCTBME MyTaliuil B IEPBUYHON M METACTaTHIECKOM
OIyXO/M y MAaLIMEeHTKM He TO3BOIN/IO0 HaM apTyMeHTUPOBAaHHO
[IPOBECTH JleYeHMe NHIMOUTOpaMU TUPO3MHKMHASBI — JIedeHNe
Ha3HAYeHO KaK «Tepanys OTYASHNA» C IOHMMaHMEM BBICOKON
BEPOATHOCTY OTCYTCTBUA ITOJIOKUTETHHOTO OTBETA Ha JIeYeHMe.
Knuuudeckoe HabmofeHMe 3T0KaYeCTBEHHOrO TedeHnss BMOO
JIETKOTO CTAaBUT IIOJ COMHEHIe ero foOpOKadeCTBEHHBII XapaK-
Tep, HECMOTPSI Ha OTCYTCTBME MOPOTOrMYeCcKIX HaHHBIX O Ha-
JIVYMU 3710Ka4eCTBEHHOI OITyX0/u. AHaNOTMYHbIe CTy4an BCerza
crefyeT 06Cy>XAaTh MY/IbTUAVCHUIUINHAPHO C Y4aCTHUEM CIIeIN-
aJIMICTOB II0 JIEYEHNIO CapKOM.

PackpsITie MHTEpECOB. ABTOPHI [IeKTaPUPYIOT OTCYTCTBIE
SABHBIX VI HOTEHIIMAIBHBIX KOHQ/IVMKTOB IHTEPECOB, CBA3aHHBIX
¢ my6IMKalueli HaCTOALIel CTaTbIL.
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