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HayuHo-npakTuyeckuin xypHan BoctouHo-EBponeiickoil rpynnbi No U3y4yeHUio CapKom

¥ypHan «CapKoMbl KOCTel, MATKUX TKAHel! 1 OMyXONM KOXMW» BXOAUT B MepeyeHb BeAyLyX peLeH3upyeMblx HayYHbIX
nepuoanNYecKkuX W3faHui, peKoMeHLOBaHHbIX Bbicweil aTTecTaunoHHoi komuccueit (BAK) ans nybnukauum
OCHOBHbIX HAYYHbIX Pe3y/bTaTOB JMCCEPTALMIA HA COMCKaHWe YYeHbIX CTeneHei KaHAMAaTa U LOKTOpa Hayk.
YypHan BKkntoyeH B HayuHyto 3neKTpoHHyt0 61ubanoTeky 1 Poccuiickuit MHAeKe HayuHoro uutuposanus (PUHL),
3aperucTpupoBaH B 6ase faHHbIXx Scopus.

PekomeHgoBaH MuHMCTEpCTBOM Bbiclero obpasoBaHus W Hayku Poccuitckoii Pegepauun ans nybaukauyuii
OCHOBHbIX Hay4YHbIX PE3yNbTaToB AMCCEPTALMIA HA COMCKAHMe YYeHOU CTeneHM [OKTOpPAa M KaHAMAATa Hayk
OcHoBaH B 2009 r. lepMoAnYHOCTb: 4 pa3a B rof,

CAPKONDbI

KOCTEWN, MArKNX TKaHeWu
N OMyXOrnn KOXXu

East-European Sarcoma Group

MABHbIN PEJAKTOP

Anues Mamep IxaBapgoBuY, 1.M.H., npodeccop, akageMuk PAH, 3acnyxeHHblii festens Hayku PO, coBeTHUK reHe-
panbHoro aupektopa ®IbY «HauuoHanbHbIN MeAULMHCKNIT MccnefoBaTenbCkuil LleHTp paguonorun» (HMULL pagumo-
noruun) Muxsapasa Poccum, NMpesupeHT BoctouHo-EBponeiickoit rpynnsl no n3yyenuto capkom (Mocksa, Poccus)

3AMECTUTENW MABHOIO PENJAKTOPA

®epenko Anekcanpp AnekcaHaposuy, fi.M.H., npodeccop PAH, 3aBepytowuit otaenom xummotepanuu MockoBcKoro
Hay4YHOTO UCCNEeAO0BaTeNbCKOTO OHKONOrMYeckoro MHeTuTyTa um. MN.A. fepueHa (MHUOW um. T.A. TepueHa) — dunuana
HMWL, papnonorun Munaapasa Poccumn (Mocksa, Poccus)

CyweHuoB EBreHunit AnekcaHapoBuY, K.M.H., 3aBefyolWmnit Xupypruyeckum otaeneHmem Ne 14 (oHkoopTtonegum)
HWUW knuHnyeckoi oHkonorum (HUN KO) ®IBY «HaunoHanbHblil MEAMLMHCKUIA UCCNEA0BATENbCKUIA LIEHTP OHKONO-
run um. H.H. bnoxuxa» (HMWUL, onkonorum um. H.H. bnoxuHa) Munsgpasa Poccun (Mocksa, Poccus)

OTBETCTBEHHbIW CEKPETAPb

CotpoHo. JleHnc UropeBud, K.M.H., CTapLUMIt Hay4HbII COTPYAHMK OTAeNeHUs BepTebpanbHoil xupyprum HUW KO HMULY
oHkonoruu um. H.H. bnoxuHa Munsgpasa Poccuu (MockBa, Poccus)

PEAAKTOPbI-KOOPAUHATOPDI

BoxaH beHnamuH KOpMKOBMY, K.M.H., CTApLLINIA HAayYHbI COTPYAHUK XUpypruyeckoro otaenenus Ne1 (onyxoneit
KOXMW, KOCTell, MATKUX TKaHel) otaena obuieit oHkonoruu HUN KO HMUL, oHkonorum um. H.H. BnoxuHa MuH3gpasa
Poccumn (Mockea, Poccus)

Xaparuwsunu Teiimypa3 Ko6aeeuy, f.M.H., npodeccop, BeyLnit HayuHbIi COTPYAHUK XMUpYypryeckoro otaenenms N2 1

(onyxoneit KOXu, KOCTel, MATKWUX TkaHeit) oTaena oblweit oHkonorum HAU KO HMUL, oHkonorum um. H.H. BnoxuHa
Mwun3gpasa Poccumn (Mocksa, Poccus)
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PEAAKLUMOHHAA KOJUIETUA

AHypoBa Onbra AneKcaHppOBHA, K.M.H., Bpay-natosioroaHatoM naTtonoroaHatomuyeckoro otaeneHus MHUOW
um. M.A. TepueHa — punnana HMUL, pagnonorun Munzapasa Poccuu (Mocksa, Poccus)

Bba6anaes Anmas6ek AnTbIH6aeBMY, K.M.H., BPay-0HKONOT HalmMOHaNbHOTO LIeHTPa OHKOOTMM 1 remMatoniorun npu Muxucrep-
cTBe 3paBooxpaHeHus Kbiproisckoit Pecny6nukm (Buwkek, Kbipreisckas Pecny6nuka)

benbiwesa TatbaHa CepreeBHa, A.M.H., BeAYLLMA HaYYHbIN COTPYAHMK HAYYHO-KOHCYNbTaTUBHOrO otaenenus HUW petckoi
oHkonoruu u rematonorun (HUW [0 HMUL, onkonorum um. H.H. bnoxuna Mun3agpasa Poccum (MockBa, Poccus)

BnusHiokoB Oner MeTpoBuy, 4.M.H., Bpay-naToaoroaHaTomM, 3aBedyolLnii natosoroaHatoMmyeckum otgenesnem HMUL
oHkonoruu um. H.H. bnoxuHa Munsgpasa Poccun (MockBa, Poccus)

borpaeB lOpuit MuxainnoBuy, K.M.H., 3aBefylOlMnii OTAEEHNEM PEKOHCTPYKTUBHO-BOCCTAHOBUTENLHOW XUPYPrum
Pecny61uKaHCKOro Hay4YHO-MPAKTUYECKOTO LIeHTPa OHKONOTUM M MeAMULMHCKOI paauonoruu um. H.H. Anekcanaposa
(MuHck, Pecnybnuka benapychb)

BoroytauHoBa AHHA BnagMMMUPOBHA, K.M.H., Bpay-OHKoOr oTAeneHus obuwei oHkonoruu HAW oHkonoruu ®TEHY «Tom-
CKMiA HaLMOHANbHBIA UcCnefoBaTenbCkuil MeguuHckuii ueHTp PAH» (Tomckuit HUMLL, PAH) (Tomck, Poccus)

bynbiueBa UpnHa BnagncnasoBHa, [.M.H., BeAyWmMii HayYyHbI COTPYAHWUK natoaoroaHatomuyeckoro otgenenns HMAL
oHkonorun um. H.H. bnoxuna Munsgpasa Poccuu, akcnept BoctouHo-EBponeiickoii rpynnbl no nsyyeHuto capkom (Mocksa,
Poccus)

byxapoB Aptem BuKTOpoBMY, [.M.H., 3aBeAVIOWMNIA TPYNNOVA XUPYPruyeckoro oTaeneHus oHkooptoneguun MHNON
um. M.A. TepueHa - punnana HMUL, pagnonorun Munzapasa Poccuu (Mocksa, Poccus)

BbiukoBa Hatanba MuxaitnoBHa, K.M.H., Bpay-paguoTepanesT, 3aBefyoLas AHeBHbIM cTaumoHapom MHUOW um. MN.A. Tep-
ueHa — tunnana HMUL, pagnonorum Munsgpasa Poccun (Mocksa, Poccus)

Banues Acnan KampapanHoBuy, [.M.H., 3aBegytoluuii otaenom obueit oHkonoruu HMUL, oHkonoruu um. H.H. BnoxuHa MuH-
3gpaBa Poccumn (Mocksa, Poccus)

lacpToH Feopruit UBaHOBUY, A.M.H., Npodeccop, BeAywMin HayuHbli coTpyaHuk ®TBY «HauuoHanbHbIN MeAULMHCKNI
uccnefoBaTenbCckuii LeHTp oHkonorum um. H.H. MetpoBa» (HMUL, oHkonorum um. H.H. MNMetposa) MuH3gpaBa Poccuu
(CaHkT-MeTepbypr, Poccus)

Nl3amnaes AcnaH 3enMMxaHOBMY, K.M.H., 3aBeAyIOLLNil XMpypruyeckum otaenenem N2 3 onyxoneit ONOpPHO-fBUraTeNbHOMO
annapara otgena obueit oHkonorun HAN AOT HMUL, onkonorum um. H.H. bnoxuHa MuHsgpasa Poccun (Mocksa, Poccus)

EropeHkoB Butanuit BAKTOpOBUY, K.M.H., 3aMeCTUTENb AUPEKTOPA NO MeAULUHCKOI YacTn [BY3 «CaHkT-MeTepOyprckuit
KINHUYECKNIA HAYYHO-MPAKTUYECKUI LEHTP Cneuuanu3npoBaHHbIX BULOB MEAULMHCKOM NOMOLM (OHKONOrMYeCKuii)y»
(CankT-Netepbypr, Poccus)

¥epaBun AnekcaHap AneKcaHapoBuY, K.M.H., pyKOBOLUTENb LEEHTPa OHKOOTUM U paguoTepanun @rbY «HaumoHanbHbli
MeLULMHCKUIA UCCnenoBaTenbCkuil ueHTp M. akag. E.H. Mewankuna» Munsgpasa Poccun (HoBocnbupck, Poccus)

KoHoBanoB Hukonain AnekcaHgpoBuy, i.M.H., npoteccop, YneH-koppecnoHaeHT PAH, 3aBepyiowwuii otaeneHmem cnu-
HanbHOW Helpoxupyprum OTAY «HaumoHanbHbI MESULUMHCKUIA UCCNEeA0BATENbCKUIA LLEeHTP HEMPOXUPYPruM UM. akKag.
H.H. bypaeHko» Mun3gpasa Poccuu (Mocksa, Poccus)

KopHioweHKoB EBreHuii AnekcaHapoBuy, K.0.H., MaBHbIil Bpay BETEPUHAPHOMN KIMHUKM «BUOKOHTPONbY, 3aBefyioluii
KnuHukon akcnepumentansHoit Tepanum HMUL, onkonorum um. H.H. bnoxuHa Munsgpasa Poccun (Mocksa, Poccus)

Kypunbuuk AnekcaHap AneKcaHppoBUY, K.M.H, 3aBefyI0LLMii OTAENEHUEM KOMOUHMPOBAHHOTO IEYEHUS OMYyXONei KocTel,
MATKUX TKaHE 1 KoY MeaNLMHCKOTo pafMoa0rnieckoro HayuyHoro LeHtpa um. A.®. Libiba — dpunuana HMUL, pagronorum
Mwun3gpasa Poccuu (06HUHCK, Poccus)

Jlio6uenko Jllogpmuna HukonaeeHa, a.M.H., npodeccop kadeapsl oHkonorun GrAQY BO Mepsbiit MockoBckuit rocyaap-
CTBEHHbI MeauuMHCKuit yHuBepcuTeT um. W.M. CeyeHoBa Mun3gpasa Poccun (CeveHoBckuit YHusepcutet) (MockBa,
Poccus)

Mauak leHHapuit HukonaeBuy, o.M.H., pyKoBOAMTeNb LleHTpa KoMneTeHLnit oHKonoruyeckoit optoneauun ®IbY «Haum-
OHaNbHbIN MeANLIMHCKUIA MCCNe[0BaATENbCKMUI LIeHTP TpaBmaronorum u optoneauun um. H.H. Mproposa» MuHsgpasa Poccuu
(MockBa, Poccus)

MukaitnoB UnkuH MyragacoBuu, k.M.H., Bpay TpaBmatonor-optoneg ®rbY «HaumoHanbHbI MegULUHCKNIA UcCnenoBa-
TENbCKUI LieHTp TpaBmaronoruu u optoneaun um. P.P. Bpegena» (HMWUL, TO um. P.P. Bpepexa) Munsapasa Poccun (CaHkT-
MeTtep6ypr, Poccus)

MycaeB Inbmap PacumoBuY, a.M.H., npodeccop, YneH-koppecnoHaeHT PAH, pykoBoauTens HayuyHo-npakTuyeckoro
LLeHTpa onyxoneii KocTel, MArkux TkaHei u koxu NbY3 «MockoBckas ropogckas oHkonorndeckas 6onbHuua Ne 62 Jenap-
TameHTa 3apaBooxpaHeHus r. Mocksbl» (MIOB Ne 62 [13M) (Mocksa, Poccus)
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HucuueHko JmMutpuit BacunbeBuy, K.M.H., CTaplimnit HayuHblii COTPYAHUK Xupypruyeckoro otaeneHus N3 onyxoneii
OMOpHO-ABUraTeNLHOro annapara otaena obuwei oHkonorun HAW OOI HMUL, oHkonorum um. H.H. bnoxuHa MuH3gpasa
Poccun (Mocksa, Poccus)

Nonarosa xxamunsa LlaraipatoBHa, f.M.H., AupekTop Hay4HO-NpaKTUYeCKOro LeHTpa AETCKON reMatonorum, OHKoI0rum
U KNUHUYecKoi uMMmyHonoruu Pecny6nukn Y3bekucrtaH (TawkeHT, Pecnybnunka Y3bekucraH)

NTawHuKoB IMUTPUIA AneKCaHAPOBMY, [.M.H., NPOdeccop, 3aBeayoLnii OTAENEHUEM NAaTONOMMM MO3BOHOYHMKA U KOCT-
Hoit oHkonoruu ®TBY HMUL, TO um. P.P. BpegeHa Munsgpaea Poccum (Cankrt-MNetep6ypr, Poccus)

Py6uoBa Hatanba AnedTMHOBHA, [.M.H., Bpay-paanonor, 3aBeaylollas oTAeNOM Jiy4yeBoil auarHoctuku MHUON
um. MN.A. Tepuena — dunanana HMAL, papnonorun Munsapasa Poccun (Mocksa, Poccus)

CasenoB Hukuta AneKcaHapoBMY, 3aBefyiOLWMiA NATONIOr0aHAaTOMUYECKUM OTAENEHMEM, BPAY-NaToNOr0aHaTOM BbICLUIEN
kBanuuKauuoHHoii kateropum MIOb N2 62 13M (Mocksa, Poccus)

CacuH Unbpap PachanneBuy, K.M.H., XMpypr, AEPMATOOHKOIOT HayyHO-1CCNe[0BaTENbCKOTO ie4ebHO-ANarHOCTUYECKO-
ro ueHTpa «AM Mepukay, poueHT Kadeapbl OHKoNornm 1 xupyprum KazaHckom rocynapcTBeHHON MEAULMHCKOI akagemMuu —
tunuana ®ro0Y ANO0 «Poccuiickas MefULMHCKas akaaeMus HenpepbiBHOMO npoteccuoHanbHoro obpasosaHusy (KIMA —
cunnan ®r60Y ANO PMAHMO) MuH3ppasa Poccum (KasaHs, Pecnybauka TatapcTaH, Poccus)

Cepukb6aeB [aHM AMaHrenbpbleBUY, K.M.H., PYKOBOAUTENb LIEHTPA ONYXONEi KOCTEl, MATKUX TKaHel 1 menaHom Kasax-
CKOrO Hay4HO-MCCIIe0BaTENbCKOTO UHCTUTYTA OHKonoruu u paguonoruun (KasHNNOuP) (Anmatsl, Pecnybnuka KasaxcraH)

CokonoBckuit Bnapumup AneKkcaHppoBuY, [i.M.H., BeLyLWUil HayYHbIN COTPYOHUK XUpypruyeckoro otaenenus No1 (ony-
XONeil KOXM, KOCTeil, MATKUX TKaHeil) otaena obuieit oHkonorum HAN KO HMUL, oHkonorum um. H.H. BnoxuHa Mux3gpasa
Poccuu (Mocksa, Poccus)

CrposKkoBcKkui [laHuun JIbBOBUY, K.M.H., 3aBEAYIOWMI XMMUOTEPaneBTUYeckuM otaeneHunem FbY3 MIOb N262 [13M
(MockBa, Poccus)

Tennaxkos Banepuit BauecnaBoBuy, fi.M.H., npodeccop, 3aBefyoLLmMil OTAENEHUEM OHKONOTUYECKOH OpTONEAUN KOMOUHM-
poBaHHbIX MeTOf0B NledeHus PIBY «Poccuiickuit HayuHbI LIEHTP peHTreHopaguonorumy MuHsapasa Poccumn (Mocksa, Poccus)

®epopoBa AnekcaHapa BnaguMupoBHa, K.M.H., CTaplwmit Hay4HbI COTPYAHUK peHTreHonoruyeckoro otaenenus HMUL,
oHkonorun um. H.H. bnoxuHa Munsgpasa Poccumn (Mocksa, Poccus)

XmeneBckwuit EBrenuii ButanbeBuy, f.M.H., npotdeccop, Bpay-pagnoTepanesT, 3aBefyloluii OTAENOM NIy4eBOii Tepanuu
MHWOW um. M.A. TepueHa — punnana HMUL, pagnonorun Munzapasa Poccuu (Mocksa, Poccus)

PEAAKLIMOHHBIN COBET

Anues A3us [Hxxamunb ornbl, f.M.H., npoteccop, 3aMmecTUTeNb reHepanbHoro fupektTopa HaunoHanbHoro LeHTpa OHKO-
norun MuHucTepcTBa 3apaBooxpaHeHns AsepbaigxkaHckoii Pecnybnuku (baky, AsepbaiifxaHckas Pecny6nuka)

AmupacnaHoB Axnuman Tangur ornbl, 4.M.H. Npodeccop, 3aBeayLmii kadenpoit oHkonornu Asep6anaKaHcKoro Meam-
LMHCKOro yHuBepcuTeTa uM. H. HapumaHoBa, aupekTop oHKonoruyeckoii knuHuku (baky, Asepbaiiaxarckas Pecnybnuka)

BenseB Anekceit MuxainoBuu, g.m.H., npodeccop, supektop HMUL, onkonorum um. H.H. MetpoBa Munsgpasa Poccuu
(CankT-MeTepbypr, Poccus)

BoipBa Oner EBreHbeBuuY, A.M.H., Bpay BbICILEN KAaTeropuu, pyKOBOLUTEb OTAENA KOCTHON OHKONMOTUM, TaBHbI Bpay
WHcTuTyTa Nnatonornu no3BoHoOYHMKa U cyctaBoB uM. npoteccopa M.U. Cutenko HAMH Ykpaubl (Xapbkos, YkpanHa)

facyp-AxyHos Mup3a-Anu AnuapoBuy, .M.H., npoeccop, MaeHbIN Bpay TallKEHTCKOr0 OHKOMIOrMYeCKOro AUCnaHcepa,
3aBegylolLmit kKaceapoin oHKonorumM TalWKEHTCKOTO MHCTUTYTA YCOBEPLIEHCTBOBaHMSA Bpayel (TalwkeHT, Pecnybnuka Y3be-
KUCTaH)

llemupos JleB Bapumosuy, f.M.H., npodeccop, 3aBegylowmnint xupyprudeckum otgenennem N212 (oHkogepmaronoruu)
HMUL, onkonorum um. H.H. bnoxuHa MuH3apasa Poccuu (Mocksa, Poccus)

3ukupaxopxaes fiunbiwog 3yxypoBuuy, o.M.H., npoheccop, 3KC-AMpeKTop Pecny6iMKaHCKOrO OHKONOTMYECKOTO Hayy-
HOrO LieHTpa MUHMUCTEPCTBA 3APaBOOXPAHEHNSA U COLMANBHOM 3alWuThl HaceneHus Pecnybaukn Tapkukuctad (OywaHbe,
Pecnybnuka TagkukucTaH)

KaitpapoBa [lunapa PagukoBHa, A.M.H., uneH-koppecnoHaeHT HAH Pecny6nuku KasaxcraH, gupektop KasHUMOuP
(Anmarel, Pecnybnuka KasaxcraH)

Kanpux Angpent iImutpueBuy, o.M.H., npodeccop, akapgemuk PAH, 3acnyxeHHblit Bpad PO, reHepanbHblid gupektop HMAL,
paguonorun Munsgpasa Poccuu, pupektop MHUOW um. N.A. TepueHa — dunnana HMUL, pagmonorun Munsgpasa Poccun,
rNaBHbIi BHeWTaTHbI oHKonor Munaapasa Poccun (Mocksa, Poccus)

Kywnunckuin Hukonaii EBreHbeBuY, A.M.H., npodeccop, akagemuk PAH, 3aBepyiowuii otoeneHuem — naboparopueii
KnuHuyeckoit 6uoxumuu, HMUL, onkonorum um. H.H. BnoxuHa Munsgpasa Poccun (Mocksa, Poccus)
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MaxcoH AHaTonuit HaxumoBuY, 1.M.H., npodeccop, 3acnyxeHHblit Bpay PP, pykoBoauTeIb OHKONOTMYECKOTO HanpasJie-
Hus A0 «TK «06bepHeHHble MeauuuHCcKue cuctembl» (Mocksa, Poccus)

Mouceenko Bnapumnp Muxaitnosuu, a.m.H., npodeccop, YneH-koppecnonfeHT PAH, 3acnyeHHbli Bpay PO, gupektop
IBY3 «CaHKT-eTepOyprckuit KIMHUYECKUIA HAyYHO-NPAKTUYECKUIA LIEHTP CMeuuanu3npoBaHHbIX BUAOB MeSULUHCKON
nomolum (oHkonorudeckuit)» (CaHkr-Metepbypr, Poccus)

Tunnsawanxos Mupsaronn6 Hurmaroeuy, f.M.H., npodeccop, pykosogutens PecnybnmnKaHcKoro cneumanusnpoBaHHoro
HayYHO-NPaKTUYECKOrO MEAMLMHCKOTO LeHTpa OHKONIOTUM U paguonorun MuHucTepcTea 3apaBooxpaHerus Pecny6anku
Y36ekuctaH (TawkeHT, Pecnybnuka Y36ekucraH)

XacaHoB Pycrem LWamunbeBuy, n.M.H., npodeccop, YneH-koppecnoHaeHT PAH, 3acnyxeHHblit Bpay PO u Pecnybnuku
TarapcraH, maBHblit oHKonor Mpusomkckoro dhepepanbHoro okpyra u Pecny6nuku TatapcraH, aupektop KITMA — dununana
®re0y Ano PMAHMO MuH3gpasa Poccuu, uneH npasnexns Accoumaumm oHkonoroB Poccuu (KasaHb, Pecnybnuka TatapcraH,
Poccus)

XyceitHoB 3acdap Xa6ubynnoesuy, 1.M.H., npodeccop, AupekTop Pecny6iuMKaHCKOro OHKONOTMYECKOro Hay4yHOTo LEeHTpa
MuHuMCTepcTBa 34,paBOOXPAHEHNA U COLMANbHON 3aluTbl HaceneHus Pecnybnuku Tapkukuctan (fQywaH6e, Pecnybauka
TafKMKMCTaH)

YoiH3oHoB EBreHui JixamaubipeHoBuY, 4.M.H., npodeccop, akagemuk PAH, gupekTop, 3aBeayolunii otoeneHem ony-
xoneit ronosbl n wen HUU onkonorun Tomckuit HUML, PAH, 3aBepylowmit kadegpoit oHkonorun ®rbo0y BO
«CMOMpPCKUI rocyRapCTBEHHbIN MeLULMHCKHIT yHUBepcUTeT» MuH3apaBa Poccuu (Tomck, Poccus)

Luzzati, Alessandro, avpeKTOp OHKOJIOrMYECKOTO LieHTPa OPTONeANYECKON XUPYPruM U PEKOHCTPYKLMM NO3BOHOYHUKA
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¥ pelwaiowum GakTopom Npu onpepeneHnmn NOAXOAALEro TMNA XMPYPruyecKkoro neveHus.

Llenb nccnepoBaHma — cosfaHne NnporpaMMHoro obecneyeHus As BbIOOPa TaKTUKM XMPYPrUYECKOro NeYeHNs NaLMeHToB
C MeTacTaTM4yecKuM nopaxeHnem KocTten.

Marepuansi n metopbl. [lpoaHann3nposaHo neveHne 715 nauneHToB, KOTOPbLIM BbINOSHEHO XUPYPriyecKoe BMeLaTeNsCTBO
0 NOBOAY MeTacTaTUYeCKOro NopaXeHus KOCTel pa3nnyHbIX NoKannu3auuit. Bcero nposegeHo 780 onepauuit. Xupypruye-
CKMe BMeLIaTeNnbCTBa N0 NOBOAY OCNOXHEHHOO TeYeHWA MeTacTaTUYeCKOoro NpoLecca B KOCTAX NO3BOHOYHIKA BbINOAHAANCH
B 48,5 % cnyyasnx, LNUHHbIX KOCTAX — B 247 (35 %), kocTax Tasa — B 81 (11 %), rpyaHoii cteHke — B 40 (5,5 %).
Pe3ynbrartbl. [loNHOE NCUE3HOBEHWE UV CYLLECTBEHHOE YMEHbLUEHWe 60NEBOTO CUHAPOMA NOC/E XUPYPTUYECKOTO Jieye-
HUS METacTaTUYeCcKoro NopaxKeHus KocTeil oTMeyeHo y 629 (88 %) 6GosbHbIX. YyUlleHWe KAYecTBa XU3HU NO WKanam
KapHoBckoro v BoctouHoit koonepatuBHoii oHkonoruyeckoii rpynnsl (Eastern Cooperative Oncology Group, ECOG) nocne
onepauuu BoisBieHo y 633 (88,5 %) nauueHToB. MocneonepalMoHHbIE OCNOXHEHUA Pa3BUAUCh Y 49 (7 %) 6ONbHBIX,
6O/bWMHCTBO U3 HUX ObIIW MH(EKLMOHHOTO XapakTepa (21 (3 %) cnyyait). OwnbkK B BLIGOPE TAKTUKU XUPYPrUYecKoro
NleyeHus BoisBAeHbl Y 49 (7 %) nauueHToB. 06was 1-neTHAsA BbIXXKMBAEMOCTb cocTaBuna 52 %. Ha ocHoBe pe3ynbTatos
aHanM3a MUPOBBIX AHHbLIX NUTEPATYPbl U COGCTBEHHOTO OMbITa MOAEPHU3UPOBAH ANIFOPUTM NEYEHUS AAHHON KaTeropum
nauueHTOB U pa3paboTaHa 14-6anibHas WKana NporHo3a NPOAOIKUTENLHOCTH XKNU3HU. X UCMOb30BaHWe NO3BOAMIO
co3partb nporpaMmmHoe obecneyeHne BoneMetalife gns onpeaenerns TakTUKM XMPYPrUYECKOro IeYEHNA NpU MeTacTaTn-
YeCKOM NopaXKeHUM KocTen.

3aknoyeHue. AfekBaTHas XMpypruyeckas TakTUKa NpyU MeTacTaTU4eCKOM MOPAXXEHUW PasNUYHbLIX OTAENOB CKeneTa
1 6NaronpUATHOM OHKONOTUYECKOM NPOrHO3e CMOCOOCTBYET YNYYLIEHWIO KAYECTBA XU3HM BONbHBIX, @ TaKXKe YBeINYEHUIO
noka3sareneil BbXXMBAEMOCTU NALMEHTOB C CONUTAPHBIMU MeTacTa3aMu. Pa3paboTka HOBOW TaKTUKM NleYEeHUS, OCHOBAHHOW
Ha NPOrHO3e NPOAOMKUTENLHOCTU XU3HU NALMEHTOB U aNTOPUTMAX XUPYPru4YeCcKoro fe4eHuns, N03BoAUT COKPaTUTbL BEpPO-
ATHOCTb OLWNGKM B BbIOOPE MeTOAA OHKOOPTONEANYECKOTO NOCOBUA U NOBBLICUTb IDPEKTUBHOCTD NIEYEHUS.

KnioueBblie cnosa: XUpypru4yecKkoe nevyeHne, MetTacta3 B KOCTu, OHKONOTUYeCKun NporHos, MCKyCCTBEHHbIVI WHTENNEKT

Ina uutuposanusa: byxapos A.B., Kypunbunk A.A., bapawes A.A. n gp. VIcKycCTBeHHbI MHTENNEKT B NepCcoOHann3npo-
BaHHOM BblIGOPE TAKTUKW XUPYPruYECKOro IeYeHus Npu METAcTaTUYEeCKOM NopaxeHun KkocTeil. CapKoMbl KOCTEl, MATKUX
TKaHelt n onyxonu koxu 2024;16(3):11-8.
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ARTIFICIAL INTELLIGENCE IN PERSONALIZED SELECTION OF SURGICAL TREATMENT TACTICS
FOR BONE METASTASES
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Introduction. Selection of surgical treatment tactics for patients with bone metastases is one of the important
problems of modern oncology. In the majority of patients with metastatic bone lesions, surgical interventions
are aimed at palliative treatment; however, in some cases of solitary metastases, radical resections with a reconstructive
component can be performed. Lifespan prognosis associated with histological structure of malignant tumor is the main
and crucial factor in determination of suitable type of surgical treatment.

Aim. To create software for selection of surgical tactics treatment in patients with bone metastases.

Materials and methods. Treatments of 715 patients who underwent surgical interventions for bone metastases
of various locations were analyzed. In total, 780 surgeries were performed. Surgical interventions due to complex
progression of bone metastases in the vertebral bones were performed in 48.5 % of cases, long bones in 247 (35 %) cases,
pelvic bones in 81 (11 %) cases, thoracic bones in 40 (5.5 %) cases.

Results. Complete elimination or significant reduction of pain syndrome after surgical treatment of bone metastases were
observed in 629 (88 %) patients. Improved quality of life per the Karnofsky and Eastern Cooperative Oncology Group (ECOG)
scales after surgery was observed in 633 (88.5 %) patients. Postoperative complications developed in 49 (7 %) patients, mostly
of infectious type (21 (3 %) cases). Errors in selection of surgical treatment tactics were identified in 49 (7 %) cases. Overall
1-year survival was 52 %. Based on the results of analysis of international literature data and our own experience, treatment
algorithm for this patient category was modernized, and 14-point lifespan prognosis scale was developed. Their use
allowed to develop the BoneMetalife software for determination of surgical treatment tactics for bone metastases.
Conclusion. Adequate surgical tactics for treatment of bone metastases of various parts of the skeleton and favorable
oncological prognosis improves patients’ quality of life and increases survival in patients with solitary metastases.
Development of new treatment tactics based on patient lifespan prognosis and algorithms of surgical treatment will
allow to decrease the probability of errors in selection of onco-orthopedic help and increase treatment effectiveness.

Keywords: surgical treatment, bone metastases, oncological prognosis, artificial intelligence

For citation: Bukharov A.V., Kurilchik A.A., Barashev A.A. et al. Artificial intelligence in personalized selection
of surgical treatment tactics for bone metastases. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone and Soft
Tissue Sarcomas, Tumors of the Skin 2024;16(3):11-8. (In Russ.).
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BeegeHue

B TedyeHue mociaenHuUx AECITUIETUIN HEOAHOKPATHO
MIPEIITPUHUMAIIHCH ITOITBITKH Pa3pab0oTaTh HOBBIE CUCTEMEI,
MOMOTAIOIIME B MPUHITUU PEILIEHUS O TAKTUKE JeUYeHUS
MNaluKXeHTOB ¢ METACTaTUYECKUM ITopaXkeHueM Kocteit [1—-3].
BonpIHCTBO 13 HIX OCHOBBIBAIOCH Ha OIICHKE OXKMIAeMOI
MPOIOJLKUTEIbHOCTU XU3HU OOJIbHBIX. XUPYPryd MOIYT MC-
ITOJIB30BATh 3TU CUCTEMBI (IIPOTHOCTUIECKIE ITKAJIBI) TSI
BbISIBJIEHMSI TALIMEHTOB C TOBOJIbHO BHICOKMMM TTOKa3aTeJIs1-
MM BBDKMBAEMOCTH, KOTOPBIM MOXKHO ITPOBECTH OTIePAIIHIO.
OmHako JaHHBIE CHCTEMBl HE ITOMOTaloT BHIOPATh METOM
XMPYPTUIECKOrO BMEIIATEIhCTBA, K TOMY XK€ X TOYHOCTD
CO BPEMEHEM CHIDKACTCSI, YTO CBSI3aHO B IIEPBYIO OYepeIb

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

C HECITOCOOHOCTBIO OTPaXKaTh YIIyJIIICHHE TIOKa3aTesIeil BbI-
>KBAaEMOCTH, O0YCJIOBIICHHOM JOCTVDKEHUSIMU B JIEKAPCTBEH-
HOM JIEYEHNH OHKOJIOTMUYECKHX TTAllMeHTOB [6—8].

st onipeneneHust HauboJiee MOAXOAsIIIe METOIUKU
XUPYPTUYECKOTO JICUCHUsI paHee MCITOIb30BAIMCH aJIr0-
PUTMHMYECKHE ITKATIbI, OCHOBAaHHBIC Ha PEHTICHOJIOTYEC-
CKUX ITOKa3aTelIsIX, JIOKAIU3ANN OPaKEeHUS U XapaKTe-
PUCTHKAX OIyXxojeBoro oyara. OmHaAKO OHM HE JaBaJId
OHKOJIOTaM-XHPYypraM MpeAcTaBIeHHS O BO3MOXHOM ITPo-
JOJDKUTEIIPHOCTH XKM3HU TalmeHToB [9—11].

o HateMy MHEHUIO, HEOOXOAMMO PACCMOTPETH BOIIPOC
0 COYETaHMU B OJHOM MPOTrPAMMHOM OOECTIIEYEHUU JIBYX
CHCTEM — IIPOTHOCTUYECKIX U AJITOPUTMUIECCKIX IITKAIT.
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Marepuanb! u metopbl

MBI NpoaHaIU3UPOBAIKM PE3YabTaTbl AUATHOCTUKU
U xupyprudeckoro jeyeHus 715 marmenTos (230 (32 %) myx-
yuH 1 485 (68 %) XEHILMH) C OCIOXHEHHBIM TeYeHUEM
METACTAaTUYECKOTO IMOPaXEHUsI KOCTeM, HaXOAUBIIMXCS
¢ 2006 o 2020 . B oTAEIEHUH OHKOOPTOIEAMY MOCKOBCKO-
IO Hay4HO-HCCIIEIOBATEILCKOIO OHKOJIOIMYECKOrO MHCTH -
tyta uM. I[1.A. Tepuena — ¢pwimana HaimmonansHoro menn-
LIMHCKOTO MCCJeA0BATEIbCKOTO LIEHTpPa PamuOJIOrUU.
CpenHuii Bo3pact 60bHbIX cocTaBui 57 (25—73) net.

B uccienoBaHue BKIIOYEHBI TALIMEHTHI, IOIy4YMBIIYE
XUPYPTru4YecKoe JedyeHue Mo IOBOAY MEeTacTaTUYECKOTo
MOpaxKeHUsl KOCTEeM, OCIOXHEHHOrO MaTOJOIrMYeCKUM
IePEeIOMOM WJIX YTPO30ii €r0 BO3HUKHOBEHMS, KOMIIPEC-
CcHeil CIIMHHOTO MO3Ta M/WUJIX BbIPaXEHHBIM 00JIEBBIM
CUHIPOMOM, 00YCJIOBIEHHBIM OITyXOJIeBbIMU U3MEHEHM -
SIMU B CKeJIeTe.

Yallie Bcero XMpypru4eckoe BMEIIAaTeIbCTBO BbIMIOJI-
HSUIOCH IaLIMEHTaM C METACTa3aMU B KOCTSIX pakKa MOJIOYHOI
xkene3bl (307 (43 %) ciaydaeB), paka mouku (85 (12 %) ciy-
yaeB) u Jjierkoro (40 (6 %) ciyyaeB). Y 32 (5 %) G0nbHBIX
OoOHapy>XeHbl METacTa3bl B CKeJIeTe paka 0e3 IepBUYHO BbI-
SIBJIEHHOTO ouara, y 31 (4 %) — paka npeacTaTe/IbHOM XKeJie-
3bl, y 31 (4 %) — paka 1uToBuaHOM xkee3bl. Y 30 (4 %) na-
LIMEHTOB MMEJIOCh JIMMGbOonpobepaTuBHOE 3a00JIeBaHIEe
C opaxkeHMeM KOCTel, TIpy 3TOM HaruboJiee YacTo HabIoaa-
Jlach MUeJIOMHas1 00sie3Hb. MeTacTasbl KOJIOPEKTAIbHOTO
paka, paka IMIIeBOa, XXeJIyIKa, MOYEBOTO ITy3bIpsi, 00JIacT!
TOJIOBBI U I1IEU, CAPKOM KOCTEM 1 MSITKMX TKaHEU Y MEJTAHOMBI
KOXU Habmoaaauch B 2,5—3,5 % caydaes. Y 13 (2 %) na-
LIMEHTOB BbISBIICH TeNaTOLE/UIIOSIPHBINA PaK ¥ paK XeJd-
Horo my3bips, y 8 (1 %) — MeTacTasbl paka IeUKA MaTKU,
y 8 (1 %) — paka sumomerpust, y 8 (1 %) — paka IMUHUKOB.

Bcero BoimmonHeHo 780 XupypruuecKux BMeIaTeIbCTB.
HawuGonee yacto ornepaiuu 1o MoBoIy OCI0XKHEHHOIO Te-
YEHUST METACTaTUYECKOTO IPOLIECCA B KOCTSIX TPOBOIWIIVCH
Ha I03BOHOYHUKe — 48,5 % Bcex omepaluii. DTo, BeposIT-
Hee BCEero, CBSI3aHO ¢ HauboJIee YacThbIM ero MeTacTaThu4ec-
KUM IOpaXeHUEM [0 CPaBHEHUIO C APYITUMU OTHEIaMU
ckeJieTa. XUpyprudeckrie BMEIIaTe/IbCTBa 10 MIOBOLY OC-
JIO(KHEHHOI'O TeYEHUST METACTATUYECKOrO MPOLIECCA B IIMH-
HBIX KOCTSIX BBITOJHSUINCH B 247 (35 %) ciy4asix, KOCTSIX
taza — B 81 (11 %), rpynnoii crerke — B 40 (5,5 %).

Y nmaimeHToB ¢ MeTacTazaMu B [IUTMHHBIX KOCTSIX (1 = 247)
yallle BCETro XMPYPruuecKoe BMEIIATEIBCTBO BhIIOIHSIOCh
Ha KOCTSIX HMKHel KoHeuyHoctu (179 (72 %) ciyyaeB),
peske — Ha KOCTSIX BepXHMX KOHeuHocTel (68 (28 %) ciydaes).
Ipu s3TOM HanbGoIEe YacTo OpaXaaIuch oeapeHHast (149 city-
yaeB) U IUieueBast (63 ciydasi) KOCTH.

V 14513 247 maumueHTOB C METACTATUIECKHM IOpaKe-
HUEM IJMHHBIX KOCTE yXe MMeJICS MaTOJOrM4YeCKUii
nepenoM Koctu, y 102 — ero yrposa.

Y G0bHBIX C METACTATUYECKUM MOPAXKEHUEM TTO3BO-
HOYHOTO cT0j10a (1 = 347) HanboJIee YacTO XUPYyPruIecKoe
BMEILIATEIbCTBO BBINMOJHSIOCh Ha IPYAHOM YpPOBHE
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(199 (57 %) cny4aeB), MOSCHUYHOM OT/EJe ITO3BOHOUHHU-
Ka (101 (29 %) cnyuaii), kpectioBom otaene (35 (10 %)
ciy4daeB) u 1ieitHoM ypoBHe (12 (4 %) ciyuaeB).

HeBponoruueckue HapyuieHUss HaOIoaanucCh
y 192 (55 %) u3 347 nauueHTOB ¢ METACTaTUYECKUM I10-
paxeHueM nmo3BoHouHuka. [Ipr atomy 19 (5 %) 60abHBIX
Ha MOMEHT OIlepaLiiy MMeJIach Maparulerus HUXKHUX KO-
HEYHOCTEN ITPOJOJLKUTEBHOCTHIO 10 7 ¢yT, y 71 (20 %) —
CHMIITOMBI BhIpaXXeHHOro mapamapesa, y 102 (30 %) —
YMEPEHHBIN ITapamnapes.

B rpyrine nanueHTOB ¢ METACTATUYECKUM MOPAXKEHM -
eM IpyaHoi cTeHKH (n = 40) Xupyprudyeckoe BMEIIaTeIb-
CTBO BBITIOTHEHO 25 (62 %) GONBHBIM C JIOKaIU3alKei
MeTacTa3oB B pedpax 1 15 (38 %) 60bHBIM C ITOpaXKeHUEM
Tesa U/WiIn PYKOSITKY TPYIUHBL.

Y GoJIbHBIX C METACTATUYECKUM MOPaKEHUEM KOCTEM
taza (n = 81), cornmacHo kinaccudukaruu W. Enneking,
XUPYpPruyecKoe BMEIIATeIbCTBO Haubo Iee 4YacTO BHIITOJ-
HSUIOCH MpH M3MeHeHusix B obnactu PII (60 (75 %) cay-
yaeB). Onepaiuu nposeaeHsl 17 (20 %) naieHTam ¢ mo-
paxenueMm obaactu PII u 4 (5 %) — ¢ mopaxeHuem
ob6nactu PIII.

Pe3synbrathl

OCHOBHOI1 LIEJIBIO XUPYPTAYECKOTO JICUCHUS allieH-
TOB C METacTa3aMM B KOCTSIX SBJISICTCS YIydIlIeHE Kade-
CTBa UX XW3HU ITyTeM YMEHBIIICHUS 00JIEBOTO CHHAPOMA,
CTaOWIM3aIMY TTOPAKEHHOTO KOCTHOT'O CETMEHTA M aeK-
BaTHOU BpaueOHOI U cecTpuHCKOM momoinu. B ciaydae
COJINTAPHOT'O METACTATUUYECKOTO TOPAKEHUSI XUPYPTrAdec-
KO€ BMEIIIaTeIbCTBO OBLIO HAIIPABJICHO HE TOJIHKO Ha Tajl-
JIMATUBHBIC 1IEJIM, HO M Ha PaavKaJbHYIO JIMKBUIAIIUIO
OITyXOJIEBOTO OYara B HAIEXK e Ha YBEJIMICHHUE ITPOIOJIKI -
TEJIbHOCTH KM3HU OOJIbHBIX.

[Tocie XxupypruaeckKoro BMeIIaTeIbCTBA 10 IIOBOLY
METacTaTUYECKOTO IMOPakeHUsI KOCTEH yIaaI0Ch CHU3UTD
103y 00€300/IMBaOLIMX MTPernapaToB UK MOJHOCThIO OT-
Kaszatbest oT HUX B 620 (87 %) ciyuasix (601eBOil CHHAPOM
oueHMBaIu 1o mKaiae Watkins). ¥ 95 (13 %) nauueHTOB,
33 (5 %) 13 KOTOPHIX O OHKOOPTOIIEINYECKOIO IIOCOOUS
He MPUHUMAJIM 00e300JIMBalolIKe TIperapaThl, orepaLus
HE T03BOJIMJIA YMEHBIINUTD A03Y aHAJIBreTUKOB. [lomHoe
HMCYE3HOBEHNUE WY CYIIECTBEHHOE YMEHBIIIEHHE 00JIEBOTO
CUHIIPOMA IO BU3YAIbHOW aHAJIOTOBOM IIKaJIE MOCIE XU-
PYPIrUYECKOro JICUCHUSI METAaCTaTUYECKOTO ITOpaKeHUS
KocTeii oTMeueHo y 629 (88 %) 60bHbIX. MTHTEHCUBHOCTD
60/ He uaMeHwIach y 86 (12 %) nmaunenros. [1pu aTom
y 25 (3,5 %) GonbHBIX 10 Oomepaludu 3TOro CHUHApOMAa
He ObLI0.

Viy4ieHue kayecTBa XKU3HU 10 1iKajgam KapHoBcKoro
1 BoCcTOuHOI KOOMEpaTUBHOM OHKOJIOTMYECKOU TPYIIIIbI
(Eastern Cooperative Oncology Group, ECOG) nocite orme-
paLmu oTMedeHo y 633 (88,5 %) 6onbHbIX, y 82 (11,5 %) na-
LIMEHTOB OHO He M3MeHWIOoCh. [1pu atoM B 44 (6 %) ciydasix
KauyeCTBO XKM3HU JI0 OIIEPALIH CYLIECTBEHHO HE CHU3UIIOCH
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u 6bu10 B mpeaenax 90—100 % mno imkane KapHoBCcKOro
u 0 6ayutoB 1o Kaie ECOG.

[MocneomnepallnoHHBIE OCIOXHEHHUSI Pa3BUINCH
y 36 (5 %) GONBHBIX, OONBIIMHCTBO U3 HUX ObLIU UH(EK-
MoHHoro xapakrepa (21 (3 %) ciyyvait). OmmoOKY B BbI-
0ope TAaKTUKHM XHPYPTUUECKOrO JEYECHUsS OTMEUYCHBI
B 49 (7 %) cayuasx.

B xoxe aHanmm3a OTHaJICHHBIX PE3YJIBTATOB JICUCHMS
BCei1 rpynIibl MarueHToB (1 = 715) BBISIBICHO, YTO OOIIIAst
1-71eTHSS BBIKMBAEMOCTh cocTaBmiia 52 %, 2-neTHssa —
29 %, 3-netusist — 17 %, S5-netHsist — 12 %.

Pe3ynbraTel aHaM3a MUPOBBIX TaHHBIX JTUTEPATYPhI
1 COOCTBEHHOTO OITBITA TTO3BOJIMIIM MOICPHU3UPOBATH ajl-
TOPUTM Teparuy JAaHHOM KaTeTOpUY MALIMEHTOB U pa3pa-
6oTaTh 14-6a/IbHYI0 MAaTEMAaTUYECKYIO KAy IPOrHO3a
IIPOIOJCKUTEILHOCTH KMU3HU. B 0OCHOBE CO3MaHHOTO HAMM
aJITOpUTMa XUPYPIUYECKOTO JICYCHUS TTALIMEHTOB C MeTa-
CTaTMYECKUM ITOpakeHUEeM KOCTEM JIiexkaT pacIipoCcTpaHeH-
HOCTB OIIYXOJIEBOTO ITPOIIECCa, PEHTTEHOJIOTUICCKUI Xa-
paKkTep METaCTaTMUECKOM OITyXOJIM, KIIMHUYEeCKast KapTHUHA
U TIPOTHO3 MPOIOJDKUTEIPHOCTH XXU3HU B 3aBUCHUMOCTHU OT
HauOoJjiee YacThIX JIOKAIM3AIUii METacTa30B (IT03BOHOY-
HUK, KOCTH Ta3a, JNIMHHBIC KOCTU U TPYyIHAsI CTCHKA).

Pa3paboTka alropuTMOB XUPYPrudeckKoro jJedyeHust
MMAIIIEHTOB C METACTATIICCKIM ITOPaKeHNEeM KOCTel oI~
TBEpAIIa HEOOXOMUMOCTD OIIpeNeICHIUS ITPeATIoIaracMoi
MIPONOJIKUATEILHOCTH KU3HM OOJIBHBIX, IJIS 9YeTO HYXKHO
BBIICINTH (DAKTOPHI, BIMSIOIINE Ha IIPOTHO3 3a00JIeBaHMS.
Jist hopMUpOBaHMS CUCTEMBI IIPOTHO3MPOBAHUS TIPO-
MOJDKUTEJIbHOCTH XM3HHU ITAlIMEHTOB C METacTa3aMH
B KOCTSIX MBI UCCIEIOBAIN 14 TTOTCHLMAIBHO 3HAYMMBIX
IIPOTHOCTUYECKUX (DaKTOPOB, B TOM YHCJIE MHIECKC MaCChI
TeJia, IIoJ1, MUHIEeKC KoMopouaHocTy YapicoHa, TMCTOJI0T -
YECKYIO CTPYKTYPY OITyXOJI, OOIIIee COCTOSHUE MalleHTa,
KOJIMYECTBO BHCILIEPAIBHBIX METACTa30B M METACTa30B
B KOCTHOI cucTeMe, Oe3MeTacTaTUYECKU ITPOMEXKYTOK,
IMoKa3aTeJM JIAOOPaTOPHBIX HCCICAOBAHUN, HaJIWYMeE
XUMMOTEpAIINM B aHAMHe3¢, HAIMYKNE MaTOJIOTHIECKOIO
IepesioMa 1 CTeIIeHb HEBPOJIOTMIECKOT0 IeDUIINTA.

C y4eTOM TMCTOJOTUYECKOM CTPYKTYPHI MeTacTaTH-
YeCKOT0 MOpakeHUsI KOCTHOM TKAaHU U METUAHBI BHDKM-
BaeMOCTH TTALIMEHTHI ObLIN pa3neIeHbI Ha 3 Tpynmbl. boib-
Hble, MeAWaHa BBIXKMBAEMOCTH KOTOPBIX COCTaBHJIA
<10 Mec, BOLIJIM B TPYIITy OBICTPOrO pOCTa OITYXOJIH,
ot 10 1o 20 Mec — yMepEeHHOTO TeMIIa pocTa OITyXOJH,
>20 Mec — MEIJICHHOTO POCTa OITYXOJIH.

PesybraTel CTaTUCTHUECKOTO aHAIM3a IT0KA3aJId, 9TO
Haubosee HeOJIaronpUsITHBIMU IMTPOTHOCTUYECKUMU (pak-
TOpaMH y MAlIMEHTOB ¢ METaCTATUYECKNM ITOpaXkKeHHEeM
KOCTEM SIBJISIOTCS TUCTOJIOTAYECKUIA TUIT IEPBAYHOM OITy-
XOJIH (B TPYIIIIE OBICTPOTO POCTa OIMYX0JIN) (KO3 dUIeHT
pucka (KP) = 5,11), Hanmume BUCILIEpaTbHBIX METACTa30B
(KP = 3,1), unmexc KoMopouaHocTtu 1o YapiacoHy
>10 (KP = 3,07) n Hanmmume KpUTUICCKUX OTKIIOHCHUA
B ITOKa3artesix JadopaTtopHbIx uccienoBanmii (KP =2.91),

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK
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ITOCKOJIBKY OHM OOJIBIIIE BCETO BIMSIOT HAa BBDKMBAEMOCTD
(KP >2,9). Takcke K OTpUIIaTeIbHBIM (paKTOpaM IIPOrHO3a
OTHOCATCS MHAEKC Macchl Tea <16 wm >30 (KP = 2,02),
TMCTOJIOTMIECKUIA TUIT TIEPBUYHOM OITYXOJIM (B TPYIIIIE yMe-
peHHoro pocta onyxoin) (KP = 2,57), nosiBieHne Meracta3oB
OIHOBPEMEHHO C IepBUYHOI oryxosbio (KP = 1,56), xumuo-
tepanust B aHamHese (KP = 1,41) u orieHKa KayecTBa XXU3HU
601pHBIX 3 n 4 6ayua 1o mKane ECOG (KP = 2,22).

Hammame myranumit B renax EGFR n ALK B onyxonu
y IAIIMEHTOB C MeTacTa3aMM B KOCTH paKa JIETKOTo, TOPMO-
HO3aBUCUMBIE (hOPMBI OIyXOJIM Y OOJIbHBIX C METacTa3aMM
paKa MOJIOYHOM M IIPEICTATEIbHOM XXeJIe3 YIIydIIaloT IIPo-
rHO3 3a0051eBaHMs B 2—3 pasa U SIBJISIOTCS BaXKHBIMU ITPO-
THOCTUYECKMMU (DaKTOpaMU IIpY BEIOOPE TAaKTUKU XUPYP-
TMYECKOTO JICUSHMS, TTO3BOJISIST BBITIONHSTD OIepaTUBHBIC
BMellIaTeJIbCTBA B HauboJiee pacIlMPeHHbBIX 00beMax.

YcoBepmeHcTBoBaHHas 14-6aiibHasi MaTeMaTU4ecKas
IIIKAJIa ITPOTHO3a ITPOIOIKUTEIbHOCTH SKU3HU, BKITFOUAIOIIAST
5 OHKOJIOTMYECKUX U 4 KIMHUYECKUX (PaKTOpa, ITO3BOJISIET
€ TOYHOCThIO 710 91 % ompenenuTh rPyIIIbl XOPOILEro (IIpe/-
rmojIaraeMasl IIpOAOJ/KUTENIBHOCTD XXU3HU >1 roma), yMme-
peHHOro (TIpeanoaraeMast IIPOIO/KUTEILHOCTD XKIU3HN —
ot 6 10 12 Mec) 1 IUI0XOro (IIpeanonaraeMast IpOIOJIKUTE b~
HOCTb XX13HU <6 MeC) IIPOrHO30B MALIMEHTOB C METACTATUYEC-
KMM ITOPaXXEHUEM KOCTEH.

[MonyyeHre TPOrHOCTUYECKOM MOIEIIH 110 BO3MOXK-
HOCTb pa3paboTaTh IporpaMmy, IO3BOJISIONIYIO BEIOpATh
METOH XMPYPTAYECKOTO JICUCHHS IMAlleHTOB C MeTacTa-
THUYECKUM TOpaXkeHHeM KocTeil. st co3maHus McKyc-
CTBEHHOTIO MHTEJIJIEKTa HEOOXOAUMO OObEAUHUTh aJITOPUTMBbI
C CUCTEMOI IPOTHO3MPOBaHMSI. B pe3yibrare nx COBMECTHO-
T'O MCTIOJIb30BaHMSI MBI MOXKEM ITPOAHAIM3MPOBATh NCXOTHBIC
JTAaHHBIE MalMeHTa (aHaMHe3 3200/ IeBaHMS, TUCTOJIOTMUYECKYIO
CTPYKTYpY OIyXOJIH, BO3PACT U 00I1Iee COMAaTUIECKOE COCTO-
STHYE TIAIIAEHTA, COITYTCTBYIOIIYIO IIATOJIOTHIO, PEHTTCHOJIO-
TMYEeCKHe U KIIMHIIEeCKHE TaHHbIe, CTeIIeHb pacIIpOCTpaHeH-
HOCTH OITyXOJICBOTO ITPOLIECCa M T. /I.) ¥ BEIOpAaTh ONTIMATGHBII
METOII XUPYPITIESCKOTO JICUCHHST.

INocrarneHHas 3amada peaar3oBaHa; CO3IAHO ITPOrpaMM-
HOe o0ecIieyeHMe 151 MOOMJIbHBIX YCTPOMCTB C LIE/IbIO pa3-
PabOTKM TAKTUKH XMPYPIMIECKOTO JICICHS IIPY METaCTaTH-
YECKOM ITOpaXKEHUH KOCTEH (CBUIETEILCTBO O PETUCTPAIIIT
nporpaMmbl 11t DBM Ne 2021614241) [2]. B pamkax rpo-
rpammbl BoneMetalife peanmzyercst mporieaypa BEIOOpa Tak-
THKU XAUPYPIUYECKOIO BMEIIaTeIbCTBA IIPU METaCcTaTUIE-
CKOM ITIOPaXXCHUU KOCTEN.

HcxonHBIMM TaHHBIMM JUISE IIPOTPAMMEI SIBJISIIOTCS
3HAYEeHUsI, BBOIMMBIE TIOJIb30BaTEIeM Yepe3 rpachmdecKuit
uHTepdeiic (puc. 1), a pe3yJpTaToM — peKOMEHIAIlnU
10 BEIOOPY TAKTUKM JICUCHMSI, OCHOBAHHBIC Ha AJITOPUTME
BBIOODA (pHC. 1).

ITporpammy BobeMetaLife MoxxHO ckayaTh 13 Mara3u-
Ha npuioxeHuii Google Play Store mpu HajmuInm MOOWITb-
HOTO YCTPOICTBA € ONepalMoOHHON cuctemoit Android mo
cceuike https://play.google.com/store/apps/details?id=ru.
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MaTHYEeCKUMH IITIKaJaMU, UCIIOIb3yeMBIMH B HACTOSIIIEE
BpeMs. IIporpammHoe obecrnieueHue Ha MOOUIBHOM
YCTPOMCTBE ITO3BOJISICT OOHOBJISIT ITPIIOKEHHUE TaK YacTo,
KakK 3To OyJeT TpeOOoBaThCs C Y4ETOM JOCTUKEHUM B Jie-
YEeHUY OHKOJIOTMIECKMX MAIMeHTOB U ITOSIBJICHUSI HOBBIX
(akTOPOB MPOrHO3a MPOMOJLKUTEIBHOCTH UX KM3HM.
K Tomy ke mporpamMmy [uisi MOOMJIBHBIX YCTPOMCTB MOXKHO
MIPUMEHSATH B JIIOOOM MECTE, BCETO JIUIIb OTKPHIB IPO-
rpaMMHOE oOecIIieueHre Ha CBOEeM JAeBalice M MCITOIb3Ys
CEHCOPHBIN 3KpPaH C BUPTyaJbHOM KJIaBUATYPOM.

IIpumepsl UCIIOB30BaHUS IPOIPAMMHOIO obecIieue-
Hus BoneMetalife B BEIOOpe TaKTUKU XUPYPrudeCcKOTO
JICYCHUSI IIPY METACTAaTUYECKOM ITOPakeHMU KOCTEH
B KIIMHUYECKOM MPAKTHKE IIPEICTaBICHBI HILKE.

Mpumep 1

Ilayuenmy, 69 sem, no nosody paka nuweeoda paree
0b110 NPOBEdeH0 KOMOUHUPOBAKHOE AeyeHue, KAUaujee
npeodonepayuoHHYI0 Ay4e8y0 mepanuio U IKCMUpRayuo nu-
wesooa ¢ naacmukoil. Yepez 9 mec nocae onepayuu 6016HOI
OmMemun nosiieHue onyxoneeo2o 0opazoeanus 6 ooaacmu
2pyoHoli cmeHku. B xode obcaedosanus no OaHHbIM NO3UMPOH-
HOIl IMUCCUOHHOU MOMOSPAdUU, COBMEUEHHOI C KOMNbIOMep-
Holl momoepaguetl, 8bI61€HO COAUMAPHOE MeMACMAmMU4ecKoe
nopascerue pyKossmiu epyourst (puc. 2). Pexomendayuu no dan-
Hoim npoepammsl BoneMetaLife — paduxanvhas pesekiyus epyo-
HOIUI cmeHKU ¢ peKoHcmpyKyueil (npoeHo3 61a2onpusimmbiii —
oxcudaemas npoooaumenbHocmom Jcusnu >1 eooa).

ITlayuenmy evinoanena sxcmupnayus pyKosmeu epyou-
HbL ¢ pEeKOHCMPYKUYUel MUmaHoesvim I3H00NPOme30oM, U3eo-
moeénenHbiM unougudyanvro Ha 3D-npunmepe. Ilocreonepa-
YUOHHBLI nepuod npomexan be3 ocarodcHereuil. Jlanee 604bHOI

+ BweCTpii poa)

a

Puc. 2. Pe3ynbsmamsl 06cnedos8arus nayueHma c Memacmamu4ecKum nopaxeHuem pyKosmyu 2pyouHsl pasmepom <10 cM: a — KOMNblOMepHas
momoepaghus epyouHsi 0o onepayuu; 6 — pekoMeHOayUU No cmpameauu ieyeHus no 0aHHbIM npozpammsl BoneMetalife (cHumok skpaHa cmapm-
¢oHa); 8 — peHmeeHozpagus 2pyoHol KnemKu nocse ee pe3eKyuu ¢ NIGCMUKOL UHOUBUOYANbHLIM MUMAHOBLIM 3HOONPOME30M

Fig. 2. Results of examination of a patient with metastatic lesion in the manibrium of sternum, size <10 cm: a — computed tomography
of the sternum prior to surgery; 6 — recommendations on treatment strategy per the BoneMetalife software (screenshot of a smartphone display);
8 — X-ray of the thoracic cage after its resection with reconstruction using titanium endoprosthesis
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Haxoduaca nod cmpoeum OUHAMUHECKUM HAOArOeHUeM.
JanvHetiuee npoepeccuposanue 3a601e6aHUs OUACHOCMUDPO-
6ano yepes 13 mec nocae onepayuu. Ilayuenm ymep uepes
2 e00a nocae 3xcmupnavyuy 2pyouHbl.

Taxum 06pazom, MONCHO KOHCIMAMUPOEAMb NPAGUAb-
HOCHb 8bIPAOOMAHHOU MAKIMUKU XUPYPeUHECK020 AeHeHUs.
danHo2o nayuenma. Pesexyus epyoHoii cmeHKu ¢ peKoH-
cmpyKuueti no3eoauna 601bHomy 6 meveHuu 13 mec npoxcums
0e3 npoepeccupo8anus ONyxonee020 npoyecca.

Mpumep 2

Ilayuenmre, 45 1em, no n060dy CUHOBUANBHOU CAPKOMBI
MsieKUX mKaHeil 201eHU paHee npoeedeHo KOMOUHUPOBAHHOE
Aeverue: 6 Kypcog NOAUXUMUOMEPAnUU U XUpypeu1eckoe eme-
wamenvcmeo. Yepesz 2 ecoda nocae onepayuu 601bHAL OM-
Memuna noseénerue 601e8020 CUHOPOMA 8 1e60il NAX080-N00-
830downoll obaacmu. B xode ob6caedosanus 6visg6aeHo
npoepeccuposanue 3a601e6anus 8 gude CoAUMapHo20 nopa-
JHceHUsi npaeoll no08300WHOL Kocmu 6 00aacmu Kpecmiyo80-
no0e30ouHoeo counererus (puc. 3). Pexomenoauyuu no dannsim
npoepammol Bone MetaLife — paduxanvHas pesekuyus Kocmei
masa c peKoHcmpykyueil (npoeHo3 61a20NPUSMHbLL — 0JCU-
Jcaemas npoodoadcumensHocms Jcuzuu >1 eoda).

[layuenmxe binonnena pezekyus Kpecmuyoeo-nooe30oui-
HO020 COUNEHEeHUsl C MEMANI00CMeOCUHME30M UHMOBbIM an-
napamom. [locaeonepayuonnsiii nepuod npouien 6e3 0croxuc-
HeHuil. Boabras akmueuzupogana Ha 3-u cymku nocie
onepauuu. /lo 1,5 mec ona nepedgueanacs c HOMOUbIO KOCHbI-
Aell, danree — be3 donoaHumenvuvix cpedcme onopsl. Ilocae
Xupypeuueckozo emeuiamenscmea npoutio 18 mec, nayuenm-
Ka Haxodumcs nod HabarodeHuem. JlanHbix, céudemenscmey-
HoWUX 0 NPoepeccuposanul 3a001€6aHUsl, Hem.

CAPROLS W ASYTHE

OT PEAAKIIMNN |

Takum 06pazom, MONCHO KOHCMAMUPOSAMb NPAGUNL-
HOCMb 8bIPAOOMAHHON MAKMUKU XUPYPSUHECK020 NeHeHUS.
dannoil nayuenmiu. Pesexyus kpecmiyo60-node30ouinozo
COUNICHEHUS. ¢ MEMAAL00CMEOCUHME30M NO360AUAA OOAbHOLL
6 meuenue 18 mec npoycums be3 npoepeccupoganus 3a6o1e-
BAHUSL U COXPAHUMDb 8bICOKOE KAUECINBO HCUIHIL.

C uenbio onpeneeHnsT KOPPeKTHOCTH padOTHI TPo-
rpamMbl BoneMetal ife maHHBIe Bcex 715 mauneHTOB ObUTA
IIpOaHaJTU3MPOBAHbI C €€ UCIIOIb30BaHUeM (Taoir. 1).

B mpoliecce cTaTUCTUYECKOrO aHAIKM3a BBISIBIEHO, YTO
BBIITOJIHEHHOE XUPYPru4eckoe BMEIIaTeIbCTBO COBIIAJIO
C peKOMeHIalUUsIMK IIPOrpaMMHOTO oOOecIeYyeHUs
B 613 (85,5 %) ciay4asx, IIpu 3TOM XyXe BCETO Pe3YJIbTaThl
0Ka3ajJuch B IPYIIIE OCTEOCUHTE3a MJIMHHBIX KOCTEH
(30 (46 %) cny4aeB), e ObLIO OOMYLIEHO OOJIbILIE BCErO
TaKTUYECKUX OILIMOOK.

PexomMeHaaLuy IporpaMMHOIO 00ecIieue ST COBIAIN
C HEOOXOIMMbIM 0OBEMOM XUPYPIrYECKOr0 BMELIATEILCTBA
B 3aBUCUMOCTH OT M3BECTHOM IIPOIOJKUTEIBHOCTH KU3HU
B 647 (90,5 %) ciaydasix. C yueToM 3(p(eKTUBHOCTH ILKAJIbI
IPOTHO3a OXKUAAEMOI ITPOAOJIKUTEIbHOCTH XKU3HM T1al -
€HTOB, KOTOopasl OblJIa UCIIOJb30BaHa B pa3paboTaHHOM
IPOrpaMMe, COIIOCTaBUMOI ¢ KOPPEKTHOCTBIO IIPOrpaMM-
Horo obecneueHus (90,5—91,7 % ciy4yaeB), MOXKHO FOBO-
PUTh O TOM, YTO JaJIbHelillIee yIydilleHue IPOTHOCTUYEC-
KOl MoJe/Iy IpUBEAET B MOCIEAYIOIIEM K YBEIUYCHUIO
roKasaTeJieii KOPPEKTHOCTU pabOThI IIPOrPAMMBI.

Pesynbrarel aHanm3a 1aHHBIX 49 O0IBHBIX, Y KOTOPBIX
JOMYIIEHbl TAKTUYECKUE OLIMOKU B BRIOOpE XUpPYypruue-
CKOTO BMeEIILIATe/IbCTBA 110 IIOBOAY METACTATUYECKOTO I10-
paxkeHMsI KOCTell, rmoka3aiu, 4yto y 43 (88 %) u3s Hux
¢ nmomomplo mporpamMmmbl BoneMetalife monydeHbl

8 Mic nocng nepsiHoR cayoom
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Puc. 3. Pe3ynsmamst 06¢1e008aHUA NAYUEHMKU C MemMacmamuyecKum nopaxeHuem npagoii no0s3dowHol Kocmu 8 061acmu Kpecmyo80-noo-
8300WHO20 CoYneHeHus pasmepom <10 cMm: a — KOMNblomepHas momozpagus 0o onepayuu; 6 — pekomeHoayuu No cmpameauu se4eHuUs
no daHHbIM npoepammsl BoneMetalife (cHumok 3KkpaHa cmapmegoHa); 8 — peHmaeHoepagus Kocmell masa nocae pe3ekyuu Kpecmyoso-noo-
8300WHO20 COYICHEHUS C Memas00CmeocuHme3om
Fig. 3. Results of examination of a female patient with metastatic lesion in the right iliac bone near the sacroiliac joint, size <10 cm:

a — computed tomography prior to surgery; 6 — recommendations on treatment strategy per the BoneMetalife software (screenshot of a smartphone
display); 8 — X-ray of the pelvic bones after resection of the sacroiliac joint with metal osteosynthesis

CapKombl KOCTell, MArKNx TKaHel u onyxonn koxu Journal Bone and soft tissue sarcomas, tumors of the skin 2024 | Tom16 Volume 16 | Ne3 Issue3



Tabnuua 1. OuyeHka KoppekmHocmu pabomsi npoepamms BoneMetalife
Table 1. Evaluation of accuracy of BoneMetalife software
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e Yucao nanueH- CoBnazeHus KoppekTHoCTh padoThI
ST O0bem onepanuu TOB, 1 ¢ JaHHBIMH Nporpammsl, 1 (%) nporpammsi, 1 (%)

%‘;‘;gmligggg 162 143 (88,0) 145 (89,5)

Spne O maly thvasive sureeries 168 150 (89,0) 152.(90,0)
Smomporepona @20 15650

Koot tasa "Minimally invasive surgerics 52 (86.5) 57(95.0)
e }ngeeftﬁﬁ 19 (90,5) 19.(90,5)
JUTMHHBIE KOCTH (()):T:fTE‘g(ﬁ)\(’:lI;ITIﬁTf;zi 30(46,0) 28 (89,0
Long bones BHHSEESSSS?I%(SZ%HHG 182 169 (92,0) 165 (90,5)
5600 56000
Beezo 715 613 (85,5) 647(90,5)

MPaBUWIbHBIE PEKOMEHAALMU 110 OOBEMY OPTONEIAYECKO- 3aKkntoyeHue

IO TIOCOOMSI C YYETOM M3BECTHOM IPOIOJKUTEILHOCTH
XKU3HU 001bHBIX. COOTBETCTBEHHO, MOXHO CIEIATh BbI-
BOII, YTO ITPY MCITOJIb30BAaHNUU Pa3pabOTaHHOTO HAMM ITPO-
rpaMMHOTO obecrneyeHUsl B 3TUX CIy4asiX MOXHO ObLIO
130€eXaTh TAKTUYECKUX OLLIMOOK.

ITporpamma BoneMetaLife mporia BHELIHIOO BajIv-
a0 B OTACICHUN OIyXOJel KOCTel, KOXM, MSATKUX
TKaHEN 1 MOJIOYHOM keyie3bl HalmmoHaipsHOro MeTuIinH-
CKOT0 KCCIeI0BaTeIbCKOro LiegHTpa oHKoJioruu (. PocTtoB-
Ha-JloHy). 3a BpemsI arpo0aliiy IIporpaMMBI ITPpOaHATA3H -
POBaHBI JaHHbIE 28 HMAILMEHTOB, Ipu 3ToM B 25 (89 %) ciy-
Yasx MpeIIoKeHHAs €10 TAaKTUKA JICYCHNsI COBITajIa C MHE-
HUEM MEXIMCUIMIIMHAPHOIO KOHCUJIMYyMa, YTO CBHIIC-
TEJIbCTBYET O BBICOKOI KOPPEKTHOCTU ee paboThl. I1po-
rpaMMHOE oOecITleueHre PeKOMEHIOBAHO K MCIIOIb30Ba-
HMIo B HarmoHasbHOM MEIMIIMHCKOM UCCIIEIOBATEIbCKOM
neHTpe oHkoyioruu (I. PocroB-Ha-J10HYy) 1 OHKOJIOTHYE-
ckoii ciryk6e FOxxHoro (enepabHOTO OKpyra.

IIpu anpobariyii pa3pabOTaHHOIO HAMU ITPOrPaAMMHOIO
obecrieyeHus1 1151 BbIpaOOTKU TAKTUKU XUPYPruuecKoro Jie-
YEeHUS TIPY METACTATIIECKOM TTOPKEHNH KOCTEH B OTIETICHAN
KOMOMHHUPOBAHHOI'O JISYEHUSI OITyXOJIel KOCTel, MSITKUX TKa-
Hel 1 KO MeIuIIMHCKOIO paaroIOTMYeCKOro HayYHOrO
meHTpa uM. A.@. [Ip16a — prmana HaimoHnaasHOro Meam-
LIMHCKOT'O MICCIIEIOBATEIECKOTO LICHTPA PaIMOJIOTHH IIPOaHa-
JIM3MPOBAHBI pe3Y/IBTaThI €0 MCTIONIB30BaHN Y 35 IMAIMEeHTOB.
B 31 (88,5 %) ciyuae rpemioxeHHast IIPOrpaMMOii TAKTUKA
JIEYECHHSI COBITAJIa C MHEHEM KOHCHUIMyMa.

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

YcnemHasi BHEWIHSS Balugaluvs OpoTrpaMMbl
BoneMetalLife B ycnoBusix nByx (enepansbHbIX LIEHTPOB
OHKOJIOTUM CBUAETEIBbCTBYET O BBICOKOM KOPPEKTHOCTU
ee padoTsl. [1pu 3TOM JanbHERIINI TOMCK HOBBIX (haKTO-
POB MPOTrHO3a U YCOBEPLIEHCTBOBAHUE JITOPUTMOB XU-
PYPTrAY€CKOro JIEYEHHUSI C YUYETOM Pa3BUTUSI OHKOJOTUU
B JAJbHEUIIIEM MO3BOJISIT YBEAUUYUTH TOUHOCTb JAHHOTO
MPOTrPaMMHOTO 00€CIIeUECHUSI.

Peanuzanuus npeainoxeHHO HaAMU MoJeId BblOOpa
TaKTUKU XUPYPIrUICCKOTO JICUCHUS TAlIMeHTOB C MeTacTa-
TUYECKUM IOPAXKEHUEM KOCTEe B BUAE MPOTPAMMHOTO
obecneyeHus 11 TIOPTaTUBHOIO YCTPOMCTBA, B OTJIMYKUE
OT HOMOIpaMM Y MaTeMaTUYECKUX IIKaj, KOTOpbIE UC-
MOJIB3YIOTCSI B HACTOSIIIEE BPEMSI, TTO3BOJISIET OOHOBJISITD
MPUIOXKEHUE TaK YACTO, KaK 3TO HEOOXOAUMO, C YYETOM
NOCTUXEHUIN B TE€palmMud OHKOJOTMYECKUX MALMEHTOB
1 TIOSIBJICHMST HOBBIX (PaKTOPOB ITPOTHO3a ITPOIOJIKATEIb-
HOCTH UX KU3HU.

OmnpemereHre TAKTUKY XUPYPTUUECKOTO JICUSHIMS A~
€HTOB C METACTaTUYECKUM TMOPAKEHUEM KOCTEH SIBJISIETCS
CJIOXXHOM MyJIBTUAUCUUTUIMHAPHOM 3aJa4yeid. Yernexu jgede-
HUSI OHKOJIOTMYECKUX OOJTLHBIX Ha (DOHE TTOBBIIIEHUS (-
(PEKTUBHOCTH JIEKAPCTBEHHOM U JIydeBOI Tepariu U COBEP-
ILIEHCTBOBAHUS XMPYPrMYeCKUX METOJOB JICUEHMSI IPUBEIIU
K YJIYYIIEHUIO BBDKMBAEMOCTU 3TOM TSDKEJIOM KaTErOpuu
0osibHBIX. Pa3paboTka HOBBIX CUCTEM, [IOMOTAIOIINUX B BbI-
0ope MeTozda JeYeHUsl, BHOCUT OOJBIION BKJIAA B JIEYCHUE
MaLMEHTOB C METACTATUYECKUM TTOPAKEHUEM KOCTE.
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OMUKCHbIE TEXHONOrUM B AUArHOCTUKE U JIeYeHUU
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CTpaTM(bVIKaLI,MM PUCKOB peumManBmMpoBaHMa N NPoOrH03 5-neTHe BbIXMBAEMOCTU NALUEHTOB C CapKOMaMu MATKNX TKaHew
B HacTosllee BpeMa npeMmylecTBeHHO ONUparTCa Ha rMCTONOrM4YecKyto KJ'IaCCVI(bVIKaLI,l/IIO onyxoneﬁ. Ha ocHoBe 3Tux
[AHHbIX MUPOBbIE OHKOJIOrMYEeCKue COO6LI.|,6CTBa BbIABUHYNU TUNOTE3Y O Pa3BUTUK TEXHONOTUN I'IpO(bVU'IVIpOBaHVIﬂ 3KC-
npeccuu reHos u MOﬂGKyﬂHpHO-I’EHETM‘JECKOVI ANArHOCTUKK, C NOMOLLbLIO KOTOPLIX NOABUTCA BO3MOXHOCTb 6onee TOYHO
OLEHUTb PUCKU Pa3BUTUA CAPKOM MATKUX TKaHell, a TaKxe I'IO,CI,06paTb VHAUBUAYaNbHOE NIEKapCTBEHHOE NIeYEHUE.
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OMICS TECHNOLOGIES IN DIAGNOSIS AND TREATMENT OF SOFT TISSUE SARCOMAS
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Currently, stratification of recurrence risk and prognosis of 5-year survival of patients with soft tissue sarcomas
are primarily based on histological tumor classification. Drawing from these data, international oncological societies
have proposed a hypothesis about development of gene expression profiling and molecular and genetic diagnosis
technologies which will allow to more accurately assess risks of soft tissue sarcoma development and select individual
drug treatment.
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BeepeHue

HecMoTpst Ha COBEepIICHCTBOBAHUE XUPYPIUICCKUX

Capkombl MsTkux TKaHeir (CMT) — 310 ormyxosu co-
€IMHUTEIEHOM TKaHU (CBA30K, CYXOXKMJINIA, MBIIIII 1 KM~
POBOIi TKAHM), TIPOMCXOIAIINE M3 IPUMHUTUBHOI Me30-
nepMbl. B naHHyIO rpyniy Takxke BKJIIOYEHbI OMyXOJu
W3 KJIETOK IIPUMHUTHUBHOM 3KTONEPMBI (IIIBAHHOMBI) 1 3H-
JOTEeTNATbHBIX KJIETOK, BRICTUJIAIOIINX COCYIbI. DTU OITy-
XOJIV BOIIIIM B OMTHY TPYIIITY M3-3a CXOXKECTH MOP(OIOTIIeC-
KOM KapTWHbI, MEXaHU3MOB BO3HUKHOBEHMS U KJIMHU-
YyeCKUX MposiBiaeHui [1].

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXonn KoXu

TEXHOJIOTMI U JIEKAPCTBEHHOM TEpaIliu, pe3yJIbTaThl Jie-
yeHust CMT ocratorcst HeynoBiaeTBopuTeabHbIMUA. CTpa-
TH(UKALINSA pUCKOB PELIMINBUPOBAHMS 1 IIPOTHO3 S-JICTHEH
BbDKMBaeMocT! nauveHToB ¢ CMT B HacTosIee BpeMst
MPENMYILIECTBEHHO OMMPAIOTCS Ha TUCTOJIOTMYECKYIO KJlac-
cudukamnmio onyxojeil. Ha ocHoBaHMM 3THX JaHHBIX MHPO-
Bbl€ OHKOJIOTMYECKME COOOIECTBA BbIABUHY/IM TUIIOTE3Y
0 Pa3BUTHUU TEXHOJIOTUI MPOGUINPOBAHUS SKCIIPECCUU
T€EHOB U MOJIEKYJSIPHO-TEHETUYECKOU NUArHOCTUKMU,
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C TIOMOIIIBIO KOTOPBIX MOSIBUTCSI BO3MOXKHOCTh HanboJIee
TOYHO OLIEHUTH pucK pa3BuTtuss CMT, a Takke momo0Opath
WHIWBHUIYaJIbHOE JIEKAaPCTBEHHOE JieueHUe [2].

MporHocTuyeckue hakropbl

Npu CapKoMax MAFKUX TKaHeMl

OMMKCHBIMH IIPUHSITO Ha3bIBaTh TEXHOJIOTUM, OCHO-
BaHHBIC HA JOCTYDKCHUSIX TCHOMUKHM,, TPAHCKPUIITOMUKH,
IIPOTEOMUKHN ¥ METAaOOJIOMHUKMU, T. €. HAyK, KOTOPBIC M3yJa-
0T, KaK YCTPOSH T'€HOM, KaK peaii3yeTcs 3aKONMpOBaHHAsI
B HeM MH(MOpMAaIIKs, KaK OHa IIpeodpasyeTcs B CTPYKTYPY
0CJIKOB U B IaJIbHEIIIEM B KaKMe-TO IIPU3HAKKA OPTaHU3-
Ma, KOTOpble MOTYT MMETh 3Ha4YeHUE IS MAarHOCTUKHU
n neyeHus CMT [3]. Ha ocHoBaHUY TpUMEHEHMST JaHHBIX
TEXHOJIOTUM OylneT BhIpaboTaH MepCOHAIM3UPOBAHHbIN
ITOAXO K TePAITy 3TOU MATOJIOTUHU C 00Jiee BEIPAXKEHHBIM
3(deKTOM, TTO3BOJISIONINNA YMEHBIITUTH KOJIUYECTBO T10-
00YHBIX 3 PEKTOB U OOHAPYKUTH TIPU3HAKY 32a00J1€BAHUS
Ha ero HavyaJIbHBIX CTagusx [4].

B nacrostiiee Bpemst tedenne CMT gBisieTcsl BasKHOM
npo0JIeMOI OHKOJIOTUYECKOK OPTOIEANHU, TIOCKOIbKY 3TO
MHOT0O(haKTOPHOE 1 MAJIOM3yIeHHOE 3a00JIeBaHIE U TS €T0
3¢ deKTUBHOI Tepary HEOOXOIMMO OCYIIECTRIISITh PAHHIOIO
MMATHOCTUKY M BHEAPSITh HOBBIE cTpaTerun. [1om Bo3neii-
CTBHEM K30T'€HHBIX ¥ SHIOTeHHBIX (DAKTOPOB ITPOUCXOIUT
MHOXECTBO CTPYKTYPHBIX U3MEHEHUI Ha MOJICKYJIIPHOM
ypoBHE (T€HOB, OEJIKOB, aMUHOKMCIIOT, META0OJIUTOB,
TPaHCKPUIITOM, PaIOM), KOTOPHIE TIPUBOIST K (DOPMMU-
POBAHUIO OMYXOJeBOi JOMUHAHTHI [5]. OgHaKko ciemyeT
IIOMHUTH O TOM, YTO U3MEHEHHEIC MOJICKYJIBI CBSI3BIBAIOT-
¢Sl MeXIy COOOM U NEeMCTBYIOT B €IMHOMN CUCTEME OITyXO-
JIEBOTO TeHe3a, TTI03TOMY He TTPENCTaBISIETCS] BO3MOXKHBIM
HCTIONIb30BaTh TOJILKO OTHY MOJIEKYJTY JUIS OTIpeAeICHUS
MPOTHO3a, Pa3paboTKN Mep MPOMWIAKTUKA, TUaTHOCTUKA
u neueHus CMT [6]. Ha ocHOBaHUM BBIIIIECKA3aHHOTO
MepCIIEKTHBHBIM BAPUAHTOM SIBIIIETCST pa3BUTHE TAKMX Me-
TOMIOB, KOTOPHIE TTO3BOJIIT OAHOBPEMEHHO TTOTYYUTh WH-
(hopmarnio U3 COTEeH THICSTY PAKOBBIX KJIETOK. Beenctue
3TOTO pacCMaTPUBAETCS IPUMEHEHNE OMUKCHBIX TEXHOJIO-
TWii, OCHOBBIBAIOIINXCS Ha TOCTYDKEHUSIX TAKMX HayK, KaK
TeHOMUKa, TTPOTEOMUKA, META0OJIOMUKA Y TPAHCKPUIITO-
MMKa, U3yJalolIuX YCTPOMCTBO T€HOB. DTU TEXHOJOTUU
WTPArOT OOJIBIITYIO POJIb B BBISIBJIEHUN HOBBIX OMOMapKepoB,
npuMeHstioluxcs B nnarHoctuke CMT, u pa3paboTke co-
BPEMEHHBIX JIEeKapCTBEHHBIX ITpenaparos [7].

B nacrosiee Bpemst yxe cpopmMupoBaHbl HaTOGU3NO-
JIOTUIECKHE OCHOBBI, METONOJIOTHS U TIEPCIIEKTUBHI MC-
ITOJIb30BAaHMSI OMUKCHBIX TEXHOJIOTUI B PacIio3HABaHUM
CMT. Tak, HanpuMep, COTPyAHUKY aboparopun [ocrnm-
Tansg YHuBepcuTeTckoro kosutemka (University College
Hospital) (JJoHnoH) 1CITOIB30BaIM ITPOTEOMUIECKUIA aHA-
3 B 20 pa3aUYHBIX KJIeTOYHBIX TMHUSX CMT, BKTI0uaB-
IIMX CUHOBHAJIbHYIO capkoMy [8]. CrienmanuncThl onpee-
i 654 pY-6enika, KOTOpbIe BBISIBJIEHBI IIPU CapKOMax
B3POCJIBIX 1 IETCKOI0/10HOIIecKOro Bo3pacta [9]. C yue-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK
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TOM MOJTUIIA CUHOBUAJIBHOW CapKOMBbI yY€HblE OOHApY-
JKWJIW HECKOJILKO HOBBIX 3aBUCHMOCTEN PeLIeNTOPOB TUPO-
suaknHa3bel (RTK), koTopbie ObUIM (DYyHKIIMOHAIBHO
MPOTECTAUPOBAHBI B JOKIIMHAYECKUX SKCTIEPUMEHTAX if1 VIVO
1 9KCMPECCUsT KOTOPBIX MOBbILLIEHA BO MHOXKECTBE 00Pa3LIOB
MMaIlMEHTOB C CHHOBMAIbHOU capkomoii [10]. [TogoOHEIe
HCCIIeIOBAaHMS ITO3BOJISIT MICHTU(UITNPOBATh OIOMapKepPhI
¢dochonpoTeHOB M1 MHIUBUAYAJIBHOTO ITOI00pa TapreT-
HOI Tepanyy Ha OCHOBE MHTMOWUTOPOB KMHA3bI, UTO B IEP-
CMEKTUBE YMEHBIIUT PUCK PA3BUTUSI PELIMIMBA CUHOBU-
aJIbHOM CapKOMBlI M YBEJIMYUT IIOKa3aTeau S-JIeTHEeH
BBDKMBAEMOCTH OOJIbHBIX C JaHHO maToiorueii [11].

06cyxpaeHune

MexnucuuIUIMHapHasl TpyIlla HCCciIedoBaTesei
u3 . bopno (®paHmus) onpeneania MPOrTHOCTUIECKIE
daxkToper CMT ¢ ucnonb3oBaHUEM TPAaHCKPUIITOMHBIX
TEXHOJIOTUI, TaK1e KaK MHAECKCHI CIOXHOCTA CaApPKOMBI
(complexity index in sarcoma, CINSARC) u reHOMHOI1
crenieHn (genomic grade index, GGI) u ¢akTOpHI, CBSI3aH-
Hble ¢ runokcueii [12]. Hanbosee coBepiieHHBIM TpaHC-
KPUIILIMOHHBIM ITOKa3aTejieM, HaXOISIIMMCS B CTaaIuu
knuHn4ueckoit oueHku, apusiercss CINSARC, npencras-
JISTIOLIMI co00i Habop n3 67 reHoB. OH cO37aH Ha OCHOBE
T€HOMHOTO M TPAHCKPUIITOMHOTO aHaIM30B 183 mepBuy-
HBIX CApKOM, He CBSI3aHHBIX ¢ TpaHCJIoKaluneii. B ocHoBe
XapaKTEePUCTUKM STHX OITyXOJICH JICXKHT TO, YTO HETPaHC-
JIOKAITMOHHBIE CAPKOMBI, BKITIOYAIOIINE JISHOMIOCApKOMY,
HenudepeHIMPOBaHHBIE TIJIEOMOP(HBIE CAPKOMBI 1 He-
nrddepeHIMPOBaHHbBIC TUITOCAPKOMBI, CKIIOHHBI K Hau-
oosbiIeMy MeTactazupoBanuio [13]. C momomipsio GGI BbI-
SIBJICHBI HANOOJIee YacThIe TUCTOIormueckue moaruribl CMT
numnocapkoMa (38 % ciydaeB), HenudbepeHIIMpPOBaHHAS
rureoMopdHas capkoma (30 % citydaeB) v ielioMrOcapKoMa
(38 % ciy4aes). CoracHo Kiaccubukanuy HanmoHanbHoM
(eneparmu onkonornueckux 1eHTpoB (The National Com-
prehensive Cancer Network, NCCN) 41 % CMT otHeceHbI
K rpynie Huzkoro GGI, 59 % — x rpymnmne Bbicokoro GGI.
IMammenTs! rpymmsl Beicokoro GGI mven mioxoii mporHos:
MX 5-JIeTHSISI BBDKMBAEMOCTb COCTaBIIa 53 % 10 CpaBHEHMIO
¢ 78 % y nauuenToB rpymibl Hu3koro GGI [11]. [To3onee
ObU1a npoBeAeHa olieHKa 28 CMT, KoTopble cTpaTiUII-
POBaHBI B 3aBUCUMOCTH OT OKCUTEHAIMH OITyX0. CapKOMBI
MSITKMX TKaHEW ¢ MEAWAHOM NTapLIMAIBHOIO TABJICHUS KUCIO-
pona (pO,) >19 MM pT. CT. KIacCHBUIIMPOBATIUCH KaK XOPOLLIO
OKCHUTE€HHMPOBaHHBIE, ¢ MeauaHoi pO2 <19 MM PT. CT. — KaK
TUIOKCHYecKHe. Pe3ysIsraTsl psia MCCeI0BaHMI ITOKA3aIH,
YTO MPU TMIOKCUYECKIX OITyXOJISIX HAOMI0IaIMCh 00Jiee HU3-
Kue Iokasareny BbokuaeMocty: 40 % mpotus 77 % npu
XOPOIIIO OKCUTEHUPOBAHHBIX OITyXOJsX [14].

B 2000 r. HanmoHanbHBIM WHCTUTYT 3J0POBbSI
(National Institutes of Health) CIIIA pa3padoTay KOHIIeTI-
uio reHeTnueckoro nacropra CMT, Torna ke ObI1 co3maH
MEePBBI MPOEKT IO CEKBEHUPOBAHUIO T€HOMOB XUBBIX
opranu3MoB [15]. OmHMM 13 TIPUMEPOB OITyXOJIeH, CBSI3aH-
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HBIX C TEHETUYECKIMM aHOMAJIUSIMU, SIBJISIIOTCS TIepruepr-
YeCcKre MPUMUTHBHBIE HEMPOIKTOMEPMAIbHBIC OITyXOJIr
(ITHD0) [16]. bonbimHcreo [THDO sBstioTcs pe3yisrarom
TpaHCJIOKaIu, TIpu Kotopoit reH EWSRI Ha 22-ii Xpo-
MocoMe carBaeTcs ¢ reHoM FLI-1Ha 11-it xpomocome [16].
Tpancnokauuu reHoB EWSRI-ERG obHapyXuBaloTCs
B 5—15 % ciy4aes, qpyrue TpaHCIOKAIIMU MeHee pacIpo-
CTpaHEeHBI ¥ BKITIOYAIOT coeanHeHue reHa EWS ¢ npyrumm
reHamu cemeiictBa ETS wnu Ela. B ITHDO0 abeppanun
oOHapyxeHbl B 3 reHax: STAG2 (15—17 % cnyudaeB),
CDKN2A4 (12-22 % cnyuaeB) u TP53 (6—7 % ciy4aeB).
Penxue BapuaHTel reHOB STAG2 1 CDKN2A sBisiioTcs B3a-
MMOWCKITIOUYAIOIINMH 1 HAOJIIOAAIOTCS B TIEPBUYHBIX OITY-
XOJISIX, & TAKKE B KJICTOYHBIX JIMHUAX. Y MAIMEHTOB C U3-
MEHEHUSIMU HYKJICOTHMIHOM TTOCJICIOBATeIbHOCTH B TeHAX
STAG2 v TP53 nabmomaroTcst 6ojiee HU3KME IMOKa3aTeIn
BbDKMBaeMocTH [18].

B HacTtosiiee BpeMst cTaHmapT JIeYCHMST MAllIEHTOB
¢ CMT BkJo4aeT XUpypruueckoe ygajeHHUe OMyXOJIH,
JIy4EBYIO WM CUCTEMHYIO XUMHoTepanuio. OgHako 3¢d-
(GeKTMBHOCTh KOMOMHMPOBAHHOTO JICYUCHUSI TOBOJBHO
HU3Kasl, 0COOEHHO Y OOJIbHBIX C PELIUAMBUPYIOLLIMMU OITy-
XOJIIMU U MeTacTa3zaMi [19]. PakTudecku 3a IOoCIeIHIE
TPU ACCATWICTUS TTOKa3aTean S-JIeTHEH BBIKMBAEMOCTHU
mareHToB ¢ CMT cymiecTBeHHO He yaydImianuch. Mc-
XOJISI M3 3TOTO, HEIbI0 MEIUIIMHCKUX MCCIICIOBAHUIM SIB-
JISIIOTCST PaHHSISI AMAarHOCTHKA U IIOA00P MHANBUIYAITbHO-
ro neyenuss CMT [20, 21].

B 2005 . HaumonanbHeIii mHCTUTYT paka (National
Cancer Institute, NCI) CILIA pa3paboTta poekT «ATjac
pakoBoro reHoMa» (The Cancer Genome Atlas, TCGA),
1LIEJIbIO0 KOTOPOT'O ObIJIa CUCTEMAaTH3aIIMsI JAHHBIX O TCHETH -
YECKUX MYTAIUsX, IPUBOISIIINX K BOSHUKHOBEHUIO 3JI0-
Ka4yeCTBEHHBIX HOBOOOpa3oBaHuii, B ToM uncie CMT [22].
Taxkum 006pa3zom, 1o pe3yasTaTaM psiia UCCieI0BaHUiA BbISIB-
JieHbl Bapralmst yrcia Kormid (CNV) 1 IUIUIonIHbLi Habop
KOIMUIA, CBSI3aHHbBIN ¢ HAWTYYIIMMU TTOKa3aTeIsiMU OOLLei
BbDKHBaeMoCTH 001pHBIX ¢ CMT (METTLA). [Inst ompene-
JieHus moreHanbHoi pom CNV METTL4 B xumuote-
parieBTU4ecKoi 1 TapretHoi repanu CMT paccMoTpeHbI
2 Buga HoBooOpazoBanwmii: [THDO u ruraHToKI€TOYHbIE
onyxoiu. M3 19 kierounsix muanii CMT, mpencTaBieHHBIX
B 0a3ax ganHbIX The Cancer Cell Line Encyclopedia, oto-
OpaHbI 00pa3Lbl, MOJYYeHHBIE OT IMAIMEHTOB cTapiie 18 et
Ha MOMEHT B3sTHs Ouoricuu. B pesynbrare chopMmupoBaHa
BBIOOpKa 13 9 Ki1eTouHbIx JInHUM CMT. 3aTem ObLIH Oompe-
neJieHbl 345 BUIOB JIEKAPCTBEHHBIX IIPEIIapaToB, K KOTOPHIM
y BEIOpaHHBIX KJIeTOYHBIX TUHUIT CMT BBIsSIBJIeHa MaKCU-
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MaJIbHasl YyBCTBUTEIBHOCTD (KOHIICHTPAIIS IIOJTyMaKCH-
MajabHOro uHruouposanusa, IC,)), u3 6asbl JaHHBIX
Genomics of Drug Sensitivity in Cancer (GDSC) oro6pa-
HBI JUIST JaJbHENIero anaausa 279 BUIOB Ipenaparos,
KOTOphIMU 00paboTaHbl HE MeHee 7 KJIEeTOUHbIX JUHUMI
CMT [23]. Pe3ynbTaThl KCClIeTOBaHMSI TTOKA3aJIM, YTO KO-
mmyectBo Kormmii METTL4 3HauuTenbHO KOppelupyeT
¢ IC,; 24 npenaparos, a CNV METTL4 moxeT ciyXuTh
0MoOMapKepoOM UYYBCTBUTEJIBHOCTU 12 JIeKapCTBEHHBIX
CpPEeACTB, U3 KOTOPBIX HAaboJIee YaCTO MCIOIb3yeMBIMHU
B KJIMHWYecKoi npakTuke npyu CMT ObUIM TEMO30JIOMU,
(XuMHOTepaneBTUICCKUI Mperapar) 1 ojlarapuo (TapreT-
HBII IIperapar). DTo CBUAETEILCTBYET O TOM, YTO IS
MoJaBJIeHUs pocTa KieTouyHbX tuHuit CMT ¢ motepeit
yucna konuiit METTL4 tpe6oBanuce 6ojee HU3KME KOH-
LIEHTpaluu IpenapaTtosB [24].

B 2017 r. B OukonorndeckoM 1ieHTpe uM. M. /1. AH-
nepcoHa Texacckoro yHuBepcuteTa (University of Texas
MD Anderson Cancer Center) (CIIIA) 6put1 MccienoBa-
Hel [THDO. BreigBineHa crnenmuduyeckas omyxoJjieBas
tpancinokauust EWS/FLII1, kotopas OTCYTCTBYeT B HEU3-
MEHEHHBIX KJIETKaX M JacT BO3MOXHOCTh IMPUMECHCHUS
MOJICKY/ISIpPHO-HAIpaBIeHHON Tepanuu. OIHUM U3 MO~
XOJI0B K 1IeJIEBOM Tepalluu SIBAsIeTCs pa3paboTKa 6esloK-
OEIKOBBIX MHTUOUTOPOB [25]. Pe3ynbraThl MOBEPXHOCT-
HOTO IJIA3MEHHOT0 CKPUHMHTA KIeTOYHbBIX TuHui [THOO
nokasanau, 4yto YK-4-279 — cBUHIIOBOE cOeIUHEHUE
¢ MOITHOM aHTU-EWS-aKTUBHOCTBIO — OJIOKMPOBAJIO CBSI-
spiBanne PHK-xemukaser A ¢ EWS/FLI1, 9To nHIyIupo-
BaJIO aroITO3 B KJIETOYHBIX TUHUSAX EWS 1 ymeHbIano
pocT KceHoTpaHcIuiantatoB EWS [26]. s moarBepxkie-
HUS JTaHHOM T€OPHUU IIPOBEASHBI NCITBITAHMS Ha KJIETOU-
HBIX JIMHUSIX MBIIIE B YCIIOBUSX in vivo. B HacTosiiee
BpeMs usydaeTcs 3(Q(OEeKTUBHOCTb JAHHOTO Ipernapara
B yCIIOBUSIX in vitro [27].

Hcronp3oBaHre MyJIBTHOMUYECKOTO MOIX0AA B UCC-
nenoBaHmsIx CMT HaxomuTCs TOJIBKO Ha HAYaIbHOM 3Ta-
TIe; TTOJIOKUTEbHBIC Pe3YIbTaThl JOCTUTHYTH UCKITIOUH-
TEJIbHO B YCIIOBUSIX in vivo [28].

3aknueHue

AHaJIM3 TaHHBIX JIATEPATYPBI TTOKA3aJI, YTO KOMILIECKC-
HOE IIPYMEHEHNE OMUKCHBIX TEXHOJIOTHIA B TIEPCIIEKTUBE
ITOMOXKET CO3IaTh MOJIHYIO TeHETUUECKYIO KapTy IarueH-
TOB, YTO O1arofapsi ePeIOBBIM AaHATMTUYSCKIM METOIAM,
aJITOPUTMaM MOJICKYJISIPHOTO MOIEIUPOBAHUS U BBIYMC-
JINTEJIBHBIM CXeMaM ITO3BOJINT ONTUMHU3UPOBATh JUATHO-
CTUKY U JiedeHue naneHToB ¢c CMT.
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BeepeHue. [1pyn BbINONHEHUM OHKONOTMYECKOTO IHA0NPOTE3MPOBAHNA KONEHHOIO CYCTaBa Y NaLMeHTOB C OMyXO/eBbIM NOpaxe-
HMeM NPOKCUMANLHOTO OTAENA rofIeHN BaXHO BOCCTAHOBUTb He TOALKO CaM CYCTas, HO U OKPYXaloLLMe ero CTPYKTYPbI, BKNOYas
pasrubatenbHblil annapar. B ocHOBY AaHHOTO UCCNEAOBAHUA JIEM HALL OMbIT NPUMEHEHUS TUTAHOBbIX CETOK B KAYECTBE JOMONHM-
TENbHOTO CPeACTBa UKCaLMM K 3HAO0NPOTE3Y COBCTBEHHOMN CBA3KW HafKONEHHMKA. Mbl pa3paboTany METOLMKY PEKOHCTPYKLUK
pasrubaTenbHOro annapara U NpoBeNy KOMNIEKCHYIO OLEHKY Pe3yNbTaToB ee KMHUYECKOro BHEAPEHUS.

Llenb uccnepoBaHua — oueHnTb 3P HEKTUBHOCTD MPUMEHEHUS TUTAHOBBIX CETOK AN PEKOHCTPYKLUM pa3rubatensHoro
annapata KONeHHOro cyctasa npu BbINOAHEHWU NEPBUYHOTO U PEBU3MOHHOTO OHKONOrMYECKOro 3HA0NPOTE3MPOBAHUA
KONEHHOTO CyCTaBa.

Martepuansl u metopbl. liccnegosanue Bkaoyano B cebs 2 3tana: 1) peTpocnekTUBHbIN aHanu3 3hdeKTUBHOCTU Npu-
MEHEHMUs TUTAHOBbIX CETYATBIX UMMNAHTATOB NPY NEPBUYHOM IHAONPOTE3UPOBAHUM KONEHHOTO CYCTaBa; 2) NPOCNEKTUBHOE
“ccnefoBaHue, B X0A4e KOTOPOro OLLeHUBANNCH Pe3ybTaThl NPUMEHEHUA NOAUMEPHbIX U TUTAHOBbLIX CETOK NPU NPOBeAeHUN
PEBU3UOHHOIO OHKONOTMYECKOro 3HAONPOTE3NPOBAHNA KONEHHOIO CycTaBa.

B peTpocnekTMBHOE MCCNefoBaHUE BKIIOYEHDI 78 NALMEHTOB W NoAeneHbl Ha 3 rpynnbl: B 1-i0 rpynny Bowau 25 60NbHbIX,
Y KOTOpbIX pa3rubartenbHblii annapar GUKCMpOBancs HENOCPEACTBEHHO K 3HAONPOTe3Y, BO 2-10 — 30 60JIbHbIX, NPOONEpUpo-
BaHHbIX C NPUMEHEHWNEM NONUMEPHON CETKU, B 3-10 — 23 6ONbHbBIX, NPOONEPUPOBAHHBIX C UCMONb30BAHWEM TUTAHOBOM CETKM.
B pamKax npocneKTMBHOroO MCCNef0BaHMA NPOBEAEH aHaNU3 pe3ynbratos jedeHna 40 nauMeHToB, NPOONEepUPOBAHHBIX
B nepuop ¢ 2019 no 2023 r. ChopmmpoBaHbl 2 rpynnbl B 33aBUCMMOCTY OT BUAA IEYUEHUA: KOHTPONbHAA U IKCNEPUMEHTaNb-
Has. B KoHTponbHyto rpynny Bownn 20 naLueHToB, NPOONepMPOBAHHBIX C NPUMEHEHMEM NONUMEPHOI CeTKH, B IKCnepu-
MeHTanbHyto — 20 nauMeHTOB, NPOONEPUPOBAHHbIX C UCMONb30BAHMEM TUTAHOBOM CETKW NO NPeANOXEeHHOW aBTopamu
MeToauKke (nateHT N2 2791407). [pynnbl 6611 CONOCTaBUMbI O MOJY, BO3PACTY M CPOKaM HabtoaeHUs. OLueHMBanu pucku
BO3HUKHOBEHUs 0CnoXHeHuit I n IV TMnoB cornacHo MexayHapogHoil knaccudukaumm International Society of Limb
Salvage 2014 (ISOLS 2014), a Takxe dyHKLUMOHaNbHble pe3ynbTatsl no wkane Musculoskeletal Tumor Society Score (MSTS).
[lononHuTensHo onpefensnu yron aeduunta akTUBHOTO pasrnbaHus KOJEHHOrO CycTaBa.

Pe3ynbtathbl. B peTpocnekTMBHOM YacTW UCCAe[0BaHUA NPU CONOCTaBAEHUMU BEPOATHOCTY BOZHUKHOBEHUA OCA0XHEHWI
I Tuna npu UCnoNb30BaHWUM [OMONHUTENbHbIX CPEACTB UKCALMW pa3rnbaTenbHOro annapara K 3HAONPOTE3Y BbiABNEHbI
cylecTBeHHble pa3nuyua (p = 0,004). Takum ob6pa3oM, NpUMEHEHUE MONUMEPHBIX U TUTAHOBbLIX CETOK CTaTUCTUYECKH
3HAYMMO CHUXKANO BEPOATHOCTb HACTYNIEHWUA [AaHHOTO BUAA ocnoxHeHni. OueHka GyHKUuMM no wkane MSTS nokasana,
4TO MCNONb30BaHME AONOJHUTENbHBIX CPEACTB UKCaLMM pa3rnbaTenbHOro annapara K a3HfonpoTesy (Kak TUTaHOBbIX, Tak
¥ NONAMUMEPHbIX CETOK) CTaTUCTUYECKN 3HAYUMO yyUllano GyHKLMI KOHeYHocTH (p <0,001).

B npocnekTMBHOII YacTu UccnefoBaHNA B pe3ynbTaTe OLEeHKN BEPOATHOCTU PAa3BUTUA HECOCTOATENBHOCTU pa3rubartesb-
HOTO annapata BblfB/IeHbl CTATUCTUYECKMU 3HauYuMble pa3nuyus (p = 0,020): NpUMeHeHNe TUTAHOBBIX CETOK CHUXano Be-
pOATHOCTb e BO3HMKHOBeHMA. B rpynne nauueHToB, NpOONepupoBaHHbIX C MPUMEHEHWEM TUTAHOBbIX CETOK, yHKLMO-
HanbHble pe3ynbTaTbl Yepes 12 mec nocie onepauuu ObIAN CTaTUYECKM 3HAYMMO JIyYLle, YEM B TPYMMe C NOJUMEPHBIMU
ceTkamu (p <0,001). Mpu oueHke feduumTa aKTMBHOTO pasrmbaHNa KONEHHOTO CycTaBa B 3aBUCMMOCTM OT Fpynnbl BbIABUTD
3HaYMMBbIX pasnuuuii He yaanocs (p = 0,160).
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3aknioyeHue. Micnonb3oBaHue TUTAHOBOW CETKM B KayecTBe AOMONHUTENLHOMO cpencrtea CbVIKcaLI,VIVI COXpaHAeMbIX 3ne-
MEHTOB pa3rm6aTeanor0 annapara K npoTe3y XOpoLwWo noKa3aio cebsa un npu nepeu4yHOM, u Nnpu peBU3NOHHOM OHKOJIOTU-
YECKUX 3HAONPOTE3NPOBAHUAX KONEHHOro CyCTaBa. TUTaHOBbIE CETKU MoryT ObITb PEKOMEHLO0BAHbI K BHELPEHUIO B KNN-
HUYECKYIO NPaKTUKY, OAHAKO A/ OKOHYATEJIbHbIX BbIBOLOB Tp66_\/eTCﬂ Ha60p 60/IbLIEro KTMHUYECKOTO marepuana u 6onee
DAUTENbHbIE CPOKKU Ha6J'IIO,D,EHVIH.
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Introduction. Oncologic endoprosthesis of the knee joint in patients with tumors of the proximal calf requires reconstruction
of the joint and surrounding structures including the extensor mechanism. This study is based on our experience of using
titanium meshes as additional fixation aids for attachment of the patellar ligament to the endoprosthesis. We have
developed a technique of extensor mechanism reconstruction and performed comprehensive assessment of the results
of its clinical use.

Aim. To evaluate the effectiveness of using titanium meshes for reconstruction of the knee extensor mechanism during
primary and revision oncologic endoprosthesis of the knee joint.

Materials and methods. The study included 2 stages: 1) retrospective analysis of the effectiveness of using titanium
mesh implants in primary endoprosthesis of the knee joint; 2) prospective study to evaluate the results of using
polymer and titanium meshes during revision oncologic endoprosthesis of the knee joint.

The retrospective study included 78 patients divided into 3 groups: the 1% group included 25 patients in whom the extensor
mechanism was attached directly to the endoprosthesis; the 2" group included 30 patients who underwent surgery involving
use of a polymer mesh; the 3 group included 23 patients who underwent surgery involving use of a titanium mesh.

In the prospective study, analysis of the results of treatment of 40 patients who underwent surgery between
2019 and 2023 was performed. Depending on the type of treatment, 2 groups were formed: control and treatment. The
control group included 20 patients who underwent surgery with a polymer mesh, the treatment group included 20 patients
who underwent surgery with a titanium mesh per the technique proposed by the authors (patient No. 2791407). The
groups were matched per sex, age, and follow-up duration. The risks of type I and IV complications per the International
Society of Limb Salvage 2014 (ISOLS 2014) classification and functional results per the Musculoskeletal Tumor Society
Score (MSTS) scale were evaluated. Additionally, the angle of deficit of active knee joint extension was measured.
Results. In the retrospective part of the study, significant differences (p = 0.004) were found in probability of type I
complications: the use of polymer and titanium meshes as additional fixation aids for attachment of the extensor
mechanism to the endoprosthesis significantly decreased the probability of this type of complications. Functional
evaluation per the MSTS scale showed that the use of additional fixation aids for attachment of the extensor mechanism
to the endoprosthesis (both titanium and polymer meshes) significantly improved functioning of the limb (p <0.001).
In the prospective part of the study, significant differences were found in the probability of extensor mechanism failure
(p = 0.020): the use of titanium meshes decreased the probability of failure. In the patient group involving titanium
meshes, functional results 12 months after surgery were significantly better than in the group with polymer meshes
(p <0.001). Evaluation of the deficit of active knee extension did not show significant differences between the groups
(p =0.160).

Conclusion. The use of titanium mesh as an additional fixation aid for the preserved elements of the extensor
mechanism showed good results both in primary and revision oncologic endoprosthesis of the knee joint. Titanium
meshes can be recommended for use in clinical practice, but formulation of the final conclusions requires more clinical
material and longer follow-up duration.
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BeegeHue

HoBbIM BUTKOM pa3BUTHSI OHKOOPTONEAMHU CTATIO BHE-
peHure MyJbTUANCIUIUIMHAPHOIO MOAX0Aa B JJeUeHUE Ta-
LIMEHTOB C OITyXOJIEBBIM MTOPAXXEHUEM OIOPHO-IBUTATE/b-
Horo amrmnapara. Vcrnojb3oBaHME XMMHUO- U JIy4Ye€BOU
Tepanuu, a TaKxKe JOCTUXKEHUS B 0071aCTU XUPYPIUU U CO-
BEPILEHCTBOBAHME METOJOB JMAarHOCTUKHU TTO3BOJIMIIM ITPU
capkoMax KOCTeil B OOJIbIIMHCTBE CJy4yaeB MPOBOAUTH
orepauyu, HafmpaBIeHHbIE HA COXPAaHEHNE KOHEYHOCTEM
BMECTO amITyTaLuu [1].

B ocHOBHOM onyxoJieBoe MopaxkKeHue JIMHHBIX TPyO-
YyaTbIX KOCTEH JIOKAIU3YeTCsl B KOJIEHHOM cycTaBe. B mo-
cJemHue 3 MeCATIICTUS MOIY/IbHBIE OHKOJIOTUIEeCKIE H-
JIOTIPOTE3bl KOJIEHHOIO CyCTaBa CTajly MCIIOJb30BaThCS
HAMHOTO Yalle, U B HACTOSIlee BPpEMSI UX NMPUMEHEHUE
SIBJISIETCSI HauboJiee pacIpOCTPAaHEHHBIM METOJIOM PEKOH-
CTPYKLIMM T10CJI€ CETMEHTApPHON PE3eKLMU AUCTAIbHOTO
oTaesia 6enpa Uiv MPOKCUMAIbLHOIO OoTaesa 00Jibliedep-
LIOBOI KOCTU. DTO IPOU3OIILIO OJIarogapsi JOCTYITHOCTH
JTAHHBIX 9HAOMPOTE30B, OTHOCUTEBLHOM ITPOCTOTE UX yCTa-
HOBKH, OBICTPOMY BOCCTAaHOBJIEHUIO OIIOPOCIIOCOOHOCTU
KOHEYHOCTH U (DYHKIIMU CYCTaBa, a TAKXKE IIPEBOCXOTHBIM
KOCMETUYECKMM pe3yibraram [2].

HecmoTpst Ha cOBEpIIEHCTBOBAHUE XUPYPIrUYECKUX
TeXHUK, (hapMaKOJOrM4eCKOro rmocoousi, U3roTOBJICHUS
U Jr3aiiHa OHKOJOTUYECKUX 3HIOIMPOTE30B, YaCTOTA OC-
JIOXKHEHUM M OTKA30B Yy 3TUX KOHCTPYKIMH BBILIE, YEM
Y OOBIYHBIX OPTONEANIYECKUX UMILTAHTATOB, UTO JIEJIAeT PEBU-
3MOHHBIE OIlepallii OTHOCUTEIHLHO YacThIMHU |3, 4].

ITpy OHKOJIOTUYECKOM HAONPOTE3UPOBAHUHN KOJIEH-
HOTO CyCTaBa y IAallMEHTOB C OMYXOJEBbIM MOPaXXEHUEM
MPOKCUMAJIbHOTO OTAEJa FOJE€HU BaXXHO BOCCTAaHOBUTh
HE TOJIbKO CaM CYCTaB, HO U OKPYXKAIOIIIUE €T0 CTPYKTYPHI,
BKJIIOUasl pa3rubartenbHbIi annapar. JlaHHas aHaToMu4e-
cKasl CTPYKTypa COCTOUT U3 HECKOJbKMX KOMIIOHEHTOB,
BKJIIOYAsl CBSI3KY HAJAKOJEHHMKA, CaM HAIKOJEHHUK, Yye-
THIPEXTJIABYIO MBILILY O€apa U €€ CYyXOXMUJIUE, a TaKXke
nepeaHuii OTAE CyCTaBHOM KarcCyJibl, KOTOpbie pab0TaroT
BMECTe, YTOObI IOIJIEPKUBaTh CTAOMIBHOCTh CycTaBa
1 00eCITeYnBaTh €0 HOPMAJIbHYIO0 (DYHKIIUIO, B YACTHOCTH
aKTUBHOE pasrubanue [5].

B nuteparype comepXXuTcsi MHOTO COOOILIEHU O pa3-
JIMYHBIX METOMAX KPEIJIEHUs pa3rudaresibHOro amnrapara
KOJICHHOTO CyCTaBa Ipy 3aMeILeHUM SHI0IPOTE30M MPOK-
CUMAaJIbHOTO OT/IeJ1a 00JIbIIe0epLIOBOM KOCTU. B psime KOoH-
CTPYKIIMIA BO3MOKHA ITpsiMast (DMK CALIMS HEITOCPEICTBEHHO
K OHKOIIPOTE3Y, IPX 3TOM MCIOJb3YIOTCS LIEPOXOBAThIE
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MOBEPXHOCTU, OTBEPCTUS /151 TPOBENECHUS HUTEI, BUHTOB,
TeTes b WIIN IUIACTUHYATHIX (PUKCATOPOB. Pexe mpuMmeHs-
I0TCS1 OHMOJIOrMYecKasi ayrMeHTalMs U KOCTHasl ayToIia-
CTHKA, IJTACTUKA HA CThIKE CYXOXWJIMS U UMILJIaHTaTa, uc-
KYCCTBEHHbIE€ CBSI3KM U AJJIOCBSI3KM, CUHTETUYECKHE
Marepuasbl, TAKME KaK MOJMATUIEH, TPAHCIIO3ULIMS MaJIO-
OEpLIOBOI KOCTU, MBIIIIEYHBIE JOCKYThl HA HOXKKE U KOM-
OMHMPOBAHHBIE METOABI [6—8].

OnHO# U3 MPOKO MPUMEHSIEMBIX OIMIINI SIBISIETCS
HCIIOIB30BAHNUE JOITOTHUTEILHBIX CPEICTB (DUKCAIIUN pa3-
rudaTeIbHOrO armnapara KOJIEHHOIO CyCTaBa, TaKMX Kak IMo-
JuMepHble ceTku Mutars 1 Lars. ABTOpbI OTMeYaloT JOCTO-
MHCTBA JAHHOW TEXHWKM MPHY BbIMOJHEHUN MEPBUYHOTO
OHKOJIOTUIECKOTO SHAOIIPOTE3UPOBAHMS: JIyUIITyIO (prUKca-
LIMIO ¥ MEHEee BhIPAXKCHHBIN Ae(UIINT aKTHUBHOTO pa3ruda-
HMSI KOJIGHHOTO cycTaBa [9—11]. OmHako mpu IIpoBeIeHIN
PEBU3MOHHOTO PHIONPOTE3UPOBAHUS KOJEHHOIO CyCTaBa
KCIOJIb30BaHKE TTOJIMMEPHBIX CETOK HE JAET CTOJIb OQHO-
3HAYHOT'O MOJIOXKUTENIBHOTO 3(p(eKTa, 1 HEKOTOpPhIE aBTO-
PbI IPEATIOYUTAIOT UX HE TPUMEHSTD [11].

HecocrosiTesbHOCTb pa3arudareibHOro armapara B rep-
BYIO ouepeIb BIUSICT Ha (DyHKIINIO KOJIECHHOTO CyCTaBa, ero
CTaOWUJIBHOCTD, & TAKXKE MOXET BbI3bIBATh XPOMOTY, Hapy-
LLIEHUST OTIOPOCITOCOOHOCTU U YNPABJISIEMOCTU HUXKHEU
koHeyHOCTH. C yBeTMUECHNEM CpOKa SKCIUTyaTalluy ycTa-
HOBJICHHOM KOHCTPYKLIMU IaTOJOTUYECKOE U3MEHEHUE
OroMeXaHWKH XObObI TTOBBILLIAET HATPY3KY Ha IHApHUPHBII
MEXaHM3M U YCKOPSIET U3HOC MOJUITUIEHA B TIApE TPEHUST
WIM YBEJIUYUBAET PUCK ACENTUYECKOrO paciliaTbIBAaHUS
HOXeK sHpomnporesa [12, 13].

Taxxke omHoOIT U3 IPoOIEM, C KOTOPOM CTAIKMBAETCS
XUPYPr MPU PEKOHCTPYKIIMU MPOKCUMAILHOIO OTAEa
00bIIE0EePIIOBOI KOCTH, ABIISICTCS Ne(ULINT MITKMX TKa-
Hell B riepegHeM oTjelie rojeHu. Ha cerogHsIHuii 1eHb
HanboJjiee HMPOKO MPUMEHSIETCS TEXHMKA 3aKPbITUS SH-
JIONpOTe3a MEAUAIbHBIM UKPOHOXHBIM JTOCKYTOM, IO-
3BOJISIIONIAS] BBINOJIHUTh PEKOHCTPYKLIMIO pa3rubdaresib-
HOTO arnrmapaTa KOJEHHOTO CycTaBa M afeKBaTHO YKPBITh
KOMITOHEHTbI 9HJOIPOTE3a, YTO, IO MHEHMIO psilia aBTO-
POB, CHIKAET YaCTOTY Pa3BUTHSI MH(PEKIIMOHHBIX OCJIOXK-
HeHuii [14—17].

TakuMm 0Opa3om, Ha CErOMHSIIHNI IeHb OCTAETCSl aKTy-
AJIbHBIM BOIIPOC ONTHUMAJIbHOM, HAIEXXHOM M TOCTYIHOM
TEXHUKUW PEKOHCTPYKLIMU pa3ruOaTesIbHOrO arrapara KoJaeH-
HOT'0 CycTaBa MPU BbIMOJIHEHWY OHKOJIOTMUYECKOTO SHA0ITPO-
TE3UPOBAHUS Y MALIMEHTOB C OITyXOJIEBbIM MOPAXKEHUEM ITPOK-
CUMaJIbHOTO OT/Ie/1a 00J1bIIe0ePLIOBOIA KOCTH.
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B ocHOBY Ha1lero nuccie10BaHMSI JIET OIBIT IIPUMEHE-
HUSI TUTAHOBBIX CETOK B KAYECTBE JOIOJTHUTEIFHOTO CPei-
CTBa (pUKcalMU K SHAONPOTE3Y COOCTBEHHOM CBSI3KM HAl-
KOJIeHHHKa. MBI pa3padoTaln METOIUKY BHIITOJIHEHUS
PEKOHCTPYKIIMY pa3ruOaTeIbHOTO alliapara W IPOBEIN
KOMIUIEKCHYIO OLIEHKY Pe3y/IBTaTOB €€ KIIMHUYECKOTO BHEI -
PEHMSI.

Iean uccaenoBanus — oLieHUTH 3 GEKTUBHOCTD ITPU-
MEHEHUS TUTAHOBBIX CETOK TSI PEKOHCTPYKIIMY pa3ruda-
TEJILHOTO aIlapara KOJeHHOIO CycTaBa IIPH BBIITOIHEHUT
IIEPBUYHOTO ¥ PEBU3NOHHOIO OHKOJIOTUIECKHX SHIOIIPO-
Te3MPOBAHUI KOJIEHHOTO CyCTaBa.

Marepuansb! u metopbl

Hccnenopanue BKIIO4Yano B ceds 2 arama: 1) perpo-
CIIEKTUBHBIN aHann3 3(PpOeKTUBHOCTU IPUMEHEHUS TH-
TaHOBBIX CETYATHIX UMILJIAHTATOB IIPY IIEPBUYHOM SHIO-
IIPOTE3MPOBAHNM KOJICHHOIO CYCTaBa; 2) MPOCIIEKTUBHOE
HCCIIeI0BaHNUE, B XO/Ie KOTOPOTO OLICHUBAIMCH Pe3yJIbTa-
THI TIPUMEHEHUSI TTOJIMMEPHBIX M TUTAHOBBIX CETOK IIPHU
IIPOBEICHNH PEBU3MOHHOTO OHKOJIOTMIECKOI'O SHIOIIPO-
Te3MpPOBaHUsSI KOJICHHOTO CYCTaBa.

B peTpocriekTiBHOE HMccIenoBaHe BKIIIOYESHEI 78 T1alu-
eHTOB, KOTophIM B repuorn ¢ 2010 mo 2020 . BHIIOJIHEHO
IIePBUYHOE TOTATLHOE OHKOJIOTMUECKOE SHIOIIPOTE3UPOBa-
HHE KOJICHHOTO CyCTaBa C 3aMEIIeHNEM IPOKCHUMAIIEHOTO
oT/e1a 00JbIIeOepPLIOBOM KOCTU U IMPUMEHEHNEM MbILLIEYHOMN
IUIACTUKM MEIWAIBHOM TOJIOBKOM MKPOHOXKHOM MBIIIILIBL.

J71s1 OLIeHKY pe3yJIBTaTOB MUCIIOJIb30BaHMUS JOITOTHU-
TEJBHBIX CPEACTB (PUKCALIMU PEKOHCTPYKLIMU pa3rubda-
TEJILHOTO almapaTa KOJIEHHOTO CcycTaBa C(DOpMHPOBAHBI
3 rpyrmsl. B 1-10 rpynmy Bouumu 25 MaiMeHToB, Y KOTOPBIX
pasrubarteIbHBIN anmapaT GUKCHPOBAIA HEITOCPEICTBEH-
HO K 3HIOIpOoTe3y, Bo 2-10 — 30 mauueHTOB, IIPOOIepu-
POBaHHBIX C IPUMECHEHHEM ITOJIMMEPHOM CeTKH, B 3-10 —
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23 manmeHTa, TMPOOIIePUPOBAHHBIX C MCITOJIL30BaHUEM
TUTAHOBOW CETKU.

B perpocnexTrBHOE HccienoBanue Bouuiu 45 (57,7 %)
KeHIH 1 33 (42,3 %) MyxuuHbl. MenuaHa Bo3pacTa
MaLueHTOB cocTaBuia 45 (23—62) neT (MeIKBapTUIbHbIMA
pa3max 35,25—-52,00), MenuaHa cpoka HaOJIOACHUS —
76,5 (24—150) mMec (MeXKBapTIWIbHBIA pa3max 53,25—110,00),
MearaHa oobeMa pesekimu — 130 (90—180) MM (MexXKBap-
TIIbHBIHN pa3max 120,0—150,00). Ipymms! ObL1M comocTa-
BHUMBI 110 T0JTY, BO3paCTy U 00beMy pe3eKLKr 00JIbleoep-
LIOBO#1 KocTH (Tabur. 1).

CpaBHUTEIBHBII aHAIN3 TTPOBOIUIICS MEXIY TPyIIIia-
Mu. OLIEHUBAINCh PUCKU PAa3BUTHUS OCIOXHEHUM 1 (DyHK-
LIMOHAJbHBIE pe3yabraThl. Kitaccmpukanmsa u olmeHKa
OCJIOXXHEHHUI OHKOJIOTHMYECKOTO 3HIOIPOTE3UPOBAHUS
KOJICHHOTO CyCTaBa IIPOBOIMIMCH COTJIACHO MEXIyHa-
pomHoit knaccudukauum International Society of Limb
Salvage 2014 (ISOLS 2014). ITpu a3TOM aKileHT OBbLI cAeIaH
Ha OCJIOXHEHMSX | Thma, IpeacTaBlIeHHBIX y JAHHOM Ka-
TETOpUH IMAIIEHTOB HECOCTOATEIbHOCTBIO Pa3ri0aTeIh-
HOTO almapaTa KOJIEHHOTO CyCTaBa M IIPOKCHUMAJIbHBIM
CMeEIIeHHeM HaIKOJICHHUKA, a TaKXKe OCJIOXKHEHUSIMU
IV tuma (ry6okoit mHpeKIre 00IacTh XUPypPruIecKOro
BMEIIIATEe/IbCTBA) KaK Han0OO0JIee 9acTO BCTPEYAIOIIMMUCS
y OTUX OOJNBLHBIX [18].

751 oieHKY (DYHKIIMOHAIBHBIX PE3YJIBTaTOB MCITOIb-
3oBanu mkainy Musculoskeletal Tumor Society Score
(MSTS) [19]. Onpoc nipoBommIM Yyepe3 12 Mec mociie Xu-
pPypruyeckoro BMelaTebcTBa. JlaHHbIi cpoK ObLT BhIOpaH
C YIETOM CPEeIHETO BPeMEHM, HEOOXOIMMOTO IUTSI BBIXOIA
MMaIeHTa Ha TUIaTo Mo (hYyHKIIMOHAIBHBIM ITOKa3aTelIsIM
IIPOOIIEpUPOBAHHOTO CYyCTaBa, a TAKXKE BpeMEeHU HAan0OIb-
IIei BEPOSITHOCTH Pa3BUTHUSI HECOCTOSITEIIPHOCTH Pa3Th-
0aTeJIbHOTO aIlrapara KOJICHHOTO CycTaBa M MH(PEKITMOH-
HBIX OCJIOXKHEHUN.

Tabnuua 1. Xapakmepucmuka nayueHmos 8 3agucumMocmu om 8uda iedeHus (pempocnekmusHoe ucciedosaHue)

Table 1. Characteristics of the patients depending on the type of treatment (retrospective study)

IToka3zarenn 1-s rpynna 2-5 rpynna 3-s1 rpynna p
Bospacr, menuana [M’C)K.KBarpTI/IJTLHI)I,f/'I pa3max], 1et 43[33: 52 45 [42: 50,5 4533 53] 0,693
Age, median [interquartile range|, years
O0BeM pe3eKiny, MeuaHa [MeXKBapTUIbHbBINA
pa3max|, MM 120,00 [100; 140] 135 [120; 150] 130 [120; 150] 0,173
Resection volume [interquartile range], mm
Tomn, n (%):
Sex, n (%):
?KEH'CIfI/II/I 13 (52,0) 17 (56,7) 15 (65,2) 0,645
emale
MYKCKOM 12 (48,0) 13 (43,3) 8 (34,8)
male
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B pamkax IpoCceKTUBHOTO MCCJICIOBAHUS IIPOBEICH
BCECTOPOHHUI CPaBHUTEIBHBIN aHAIN3 PE3Y/IbTaTOB IIPH-
MEHEHMSI THTAHOBBIX U ITOJIMMEPHBIX CETOK ITPU BHITIOIHEHIN
PEBU3MOHHOTIO OHKOJIOTMYECKOTO SHIOIPOTE3MPOBAHUS
KOJICHHOTO cycTaBa Yy 40 IMallMeHTOB C OITyXOJICBBIM ITOpasKe-
HHEM IIPOKCUMAJIBHOTO OTHeJIa O0IbIIeOepIIOBOI KOCTH,
IIPOOIIepHUPOBaHHBIX B Tiepron ¢ 2019 mo 2023 .

Pacuer HeoOXxonuMMOro pasmepa BEIOOPKU IS IBYCTO-
POHHEN AJIBTEPHATUBHOM TMITOTE3BI IIPOBOAMIN MUCXOMIS
U3 MOIIHOCTU ucciegoBaHus 80 %, 4acTOThbI OIIMOOK
1-ro poma 5 %, COOTHOILEHUS KOJMYECTBA MAallMEHTOB
B IPYIINAX /,/n, ¥ IONYLIEHUST O TOM, 4TO W, (c1) 1 , (62)
paBHbl 80 (6, = 10) u 70 (o, = 10) COOTBETCTBEHHO
(d Kosna = —1). ®yHKIMOHAIBHBIE ITOKA3aTeJI! 110 IITKa-
j1e MSTS 80 % B ucciienyemoii rpyie u 70 % B KOHTPOJIb-
HOM OBLTA BEIOPAHBI MCXOSI M3 TOCTYITHBIX TaHHBIX JIUTE-
paTypel M COOCTBEHHBIX KIMHMYCCKHMX HAOJIOOCHUIA,
ITOJIY9eHHBIX B paMKaX PeTPOCIIEKTUBHOM YaCTH UCCIEI0-
BaHus. OlLeHKa HeoOXOAMMOro pa3Mepa BHIOOPKU COCTa-
Buna: n, = 17, n,= 17 ¢ y4eTOM BO3MOXHBIX IOTEPD 10 15 %;
MIPUHSITO PelieHre BKIIIOUYNTD B KaxXKayto rpyriry 1o 20 ma-
IIMCHTOB.

C 1enbio GOpMUPOBAHMST COTTOCTABUMBIX OMTHOPOIHBIX
TPYIIN ¥ MOJy4eHUsT HanboJiee TOCTOBEPHBIX PE3yIbTaTOB
B HCCJIeAOBaHNE OBLIN BKIIIOYCHBI TALIMECHTHI:

* CO CTaOWJIBHBIM OHKOJIOTUYECKMM SHIOIPOTE30M
KOJICHHOT'O CYCTaBa 1 3aMellleHUeM ITPOKCUMAaTbHOTO
OTIejia TOJICHU, HYXKIAIOIINECS B PEBU3MOHHOM OTIe-
pPaTUBHOM BMEIIATEILCTBE MO IPUYMHE HECOCTOSI-
TEJIbHOCTH Pa3rrOaTeIbHOrO aImapaTa WIM M3HOCa
KOMITOHEHTOB IIApHUPHOTO MEXaHM3Ma, KOTOPBIM
paHee Ha yCTaHABIMBAJINCh CETKU,

* CO cIIeiicepamMu KOJICHHOTO CyCTaBa ITocjie MH(PEKII-
OHHBIX OCJIOXKHECHMUIA;

* KOTOPBHIM IIPOBOAMJIM TIOJHYIO WJIM YaCTUYHYIO 3a-
MEHY KOMITOHEHTOB 3HIOIIPOTE3a 110 MPUYMHE HX
HM3HOCA WIN HECTAaOMIBHOCTH,
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* TIOJIyYMBIIIME IEPBUIHOE PEBU3MOHHOE OIIEPaTUBHOE

JICUCHHE;

* IaBIIIKE COIIaCHe HaXOMUTHCS MO HAOIIOACHUEM He
MeHee 12 Mec ¢ MOMEHTa IIPOBEICHUS XMPYPIrUIeCKO-
'O JICUCHUS.

Kpurepun ncKiro9eHNs U3 UCCICI0BaHM:
TporpeccupoBaHme 3a00J1eBaHUS B BUIE BTOPUYHOTO
MMOPaXXEHMUS JIETKUX, IPUBOLSILEE K YXYALICHUIO CO-
MaTHYECKOTO COCTOSTHMS MAIlEHTa, He TIO3BOJISIONIee
MpOoa0JKaTh HAOJIOIEHNE;

* OCJIOXKHEHWSI, He CBSI3aHHBIE C BUIIOM XUPYPTAIECKO-
r'O BMEIIATeJIbCTBA, HE TTO3BOJISTIONINE ITAITUEHTY IIPH-
HUMAaTh yJacTHE B UCCICIOBAHUM;

* OTKa3 IMalleHTAa OT YYacTHs B UCCIICIOBAHNHM JI0 ICTeUE-
HUSI CPOKOB KOHTPOJIBHBIX HAaOMoaeHni B 12 Mec.

C 1ebio IPOBEACHUSI CPAaBHUTEIBHOTO aHAIN3a TIa-
LIMEHTHI pa3iesieHbl Ha 2 TPYIIIB B 3aBUCUMOCTH OT BUIa
JICYSHUST: KOHTPOJIBHYIO U 3KCIIEpUMEHTAIbHYIO. B KOH-
TPOJILHYIO TpyITy Boluti 20 G0JIbHBIX, IPOOIIepUPOBAHHBIX
¢ IpUMEHEHUEM TTOJIMMEPHOM CETKH, B 9KCIIEPUMEHTAIb-
Hy10 — 20 GOJIBHBIX, ITPOOTIEPUPOBAHHBIX C MCIIOIL30BaHM-
€M TUTAaHOBOM CETKU IO MPEIIOKECHHOU aBTOpAMM METO-
nuke (mareHt Noe 2791407). B uccinenmoBaHve BKIIOUEHBI
22 (55 %) xeniuHbl 1 18 (45 %) myxunH. CpegHuii BO3-
pacr manpeHToB coctaBut 54,98 £ 10,32 (28—71) roma (95 %
nosepuTeNbHblid uHTepsan (AN) 51,67—58,28) , cpennuit
cpok HabmoneHus — 34,67 £ 11,68 (13—55) mec (95 % AU
30,94—38,41). [pynbl ObUIH COITOCTaBUMBI IT0 TIOJTY, BO3-
pacTy ¥ cpoKaM HaboaeHus (Taoir. 2).

OlLIeHUBAIMCh PUCKM BO3HMKHOBEHMST OCJIOXHEHUI
I 1 IV TimnoB cornacHo MeXIyHapOoaHOM KiiacCu(UKaLUNA
ISOLS 2014, a Takkxe (pyHKLIIMOHAIbHbBIE PE3YALTATHI 10
mkane MSTS. JlonmomHUTENLHO ONpenesIsiiin yroa nedu-
LIMTa aKTUBHOTO pa3ri0aHus KOJIEHHOTIO CycTaBa.

Ha MoMeHT OKOHYaHMSI ITPOCTICKTUBHOI'O MCCIIEA0BA-
HUS (Ha CPOKE KOHTPOJBHOTIO OCMOTpa 12 Mec) 13 HabIIo-
JIEHWS1 HE BbIOBLT HU OIMH MalueHT. B rpynmne 00abHbBIX,

Tabnuua 2. Xapakmepucmuka nayueHmos 8 3agucumMocmu om sudad seyeHus (npocnekmusHoe uccnedosaxue)

Table 2. Characteristics of the patients depending on the type of treatment (prospective study)

IToka3arenb

Bospact, MenuaHa [MeXKBapTUIbHBIN pa3max|, JeT
Age, median [interquartile range]|, years

O0BeM pe3eKIy, MenraHa [MeXKBapTWIBHBINA pa3Max|, MM
Resection volume [interquartile range], mm

Tomn, n (%):

Sex, n (%):
XKEHCKUA
female
MYXCKOM
male

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

KoHTposibHas rpynna  DKCnepuMeHTAIbHAS TPYIa -
55,00 [47,75; 58,00] 57,00 [50,25; 64,25] 0,533
36,00 [26,00; 42,25] 37,00 [27,00; 42,50] 0,829
10 (50) 12 (60) 0.751
10 (50) 8 (40)
2024 | Tom16 | Ne3
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Puc. 1. Memods! u cpedcmasa ¢ukcayuu pazeubamensHo20 annapama K IHO0NPome3sy: a — 0MBePCMUS U WepOX0BAMoe NOKPbIMue Ha KoMNo-
HeHme npome3sa cucmemsl Biomet 0SS; 6 — nonumepHas cemka Mutars; 8 — nonumepHas cemka Lars; 2 — mumarosas cemka (u3obpaxeHus

B83AMbl U3 JIUYHO20 apxusa asmopa u us €B0600HbIX UCmO‘IHUKDB)

Fig. 1. Methods and aids for fixation of the extensor mechanism to the endoprosthesis: a — apertures and coarse coating on a component
of the Biomet 0SS (USA) system prosthesis; 6 — Mutars polymer mesh; 8 — LARS polymer mesh; 2 — titanium mesh (images taken from the author’s

personal archive and open sources)

IIPOOIIEPUPOBAHHBIX C IPUMEHEHNEM TUTAHOBOM CETKH,
y 1 OOJIBbHOM, TTPOXOAAIIEH JIeUeHUE 10 TTOBOAY PELIIN-
BUpYIOIIEH MH(MEKINU 00JIaCTH SHIOIIPOTE3a, HAa CPOKE
HaOoaeHNS 28 Mec MocJie oTnepaluy pa3BUICS 04epeaHOn
petmauB. OmHAKO OHA He ObLIa MPOoOoIepUpOBaHa 0 I10-
BOAY MH(PEKIIMOHHOTO OCJIOXHEHMS B CBSI3U C Pa3BUTHEM
TpoMO03a TIIyOOKMX BeH HIDKHEW KOHEYHOCTH, BBISIBICH-
HOTO B IIpOIecCe IPeAONepallMOHHOTIO O0CIeq0BaHUSI.
Yepes 6 Mec manmeHTKa ymepiia. Takum odpasom, OmvKaii-
LIMe pe3yNbTaThl yIaa0Cch OTCAeINTh Y Beex 40 OOMbHBIX.

IMaumeHTHI ObITM MPOOTIEPUPOBAHEI C UCTIOIL30BAHUEM
OHKOJIOTMIECKHMX MOIY/IbHBIX M MHIWBUIYaIbHBIX SHIOIIPO-
TE30B KOJICHHOTO CYCTaBa, 3aMEIAIOIINX ITPOKCUMAIBHBIN
OTJEeT1 00JIBIIEOEPLIOBOI KOCTA. MBI TPUMEHSIIH CJICIYIOIIVE
cucteMbl: Biomet OSS (CIIIA), Stryker GMRS (CIIIA),
Implantcast Mutars (Iepmanust), «®enukc» (Poccus).

CoOcTBeHHasT CBSI3KA HAIKOJIEHHUKA U TIEPEeAHUIA OTIEeN
KarCyJIbl CycTaBa MOAIIMBAIKMCH HEITOCPEACTBEHHO K SHIO-
IPOTe3y Yepe3 MPeayCMOTPEHHBIC 3aBOIOM-N3TOTOBUTEIIEM
OTBEPCTHS, a TaKXKe C MPUMEHEHHEM IOIOJTHUTEIBLHBIX
cpencTB (puKcamy — moMMepHbIX (Mutars 1 Lars) v ti-
TAHOBBIX CETOK OTEYECTBEHHOTO IIPOM3BOACTBA (puC. 1).

B mpocnekTuBHOM YaCTH UCCACIOBAHUS MBI aIIpoO-
OupoBaM pa3pabOTaHHBIN U 3alTaTEeHTOBAaHHBIN CITOCO0
PEKOHCTPYKIIMH pa3TuOaTeIbHOTO aliapaTa KOJIeHHO-
ro cycTaBa ¢ IIPUMEHEHUEM TUTAHOBOU CeTKU (IIaTEHT
RU 2791407 C1) [20].

CraTtuctrueckast 00paboTKa MaTepuaa MpoBOINIIACh
C MMOMOIIBIO OTlepallMOHHON cucTteMbl Windows, Ipo-
rpamMHoro obecrieueHuss Microsoft Excel u StatTech 4.4.1
(paspaboTuuk OO0 «Cratrex», Poccus).

7151 ommmcaTe TbHOM CTaTUCTUKM TaHHBIE IIPEICTaBIe-
HBI B BUZE IIPOILIEHTHOTO COOTHOIICHMUS, CPEIHETO 3HaUe-
Hug n JAM, a Takxke MUHMMaJIbHOIO ¥ MaKCUMAaJIbHOTO
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3HaYeHuii. B rpynmnax ¢ HempaBWIbHBIM pacIipeaeieHueM
B Ka4eCTBE CPEAHEro 3Ha4eHMsl MCII0/Ib30Bajlach MeAraHa.
CorocraBieHUE YaCTOTHBIX XapaKTePUCTUK KAYeCTBEHHBIX
IoKasareJieii MPOBOAMIIOCH C IIOMOIIIbIO HelapaMeTpuiec-
KUX METOIOB — KpHUTepHeB 2, x* ¢ mompaskoii Merca,
a Takke kputepus Ouiepa.

15t cpaBHEHMSI KOJIMYECTBEHHBIX IPU3HAKOB B UC-
clledyeMbIX IPYIIAaX UCII0Ab30BaIi OMHOCTOPOHHUIA IUC-
MepPCUOHHBIN aHanmu3 — Kputepuii Kpackema—Yomnuca.
CraTucTryecKkasl 3Ha4YMMOCTh YCTaHOBJIEHA Ha YpOBHE
p <0,05. KonmnmuecTBeHHBIC ITOKA3aTEIN B Pa3IMIHBIX HC-
clleayeMbIX ITOArPYITIAax JUIsl IIOJIHOThI OMKMCAHUSI, a TAKXKE
ya00CTBa BOCIIPUSITUS U CPAaBHEHMSI Mbl IIPEACTaBUIN
B ¢popme Box and Whisker Plot.

Pe3ynbrarbl

B peTpocieKTHBHOM YacTH HAILIEro UCCIIEI0BAHMUST Mbl
OLICHIJIV BEepOSITHOCTh Pa3BUTHS OcIoKHeHUI | (HecocTo-
SITEJIBHOCTD pa3rubaTebHoro amapara) u IV (mHbekimsa
JIOXKa SHIOIIPOTE3a) TUTIOB ITo Kitaccudukarmu ISOLS 2014
B 3aBUCMMOCTH OT BUIa (PUKCAIINH Pa3THOATEILHOTO all-
Imapara K SHIOIIpOTe3y. Pe3ybTaTel aHaIm3a IpeacTaBie-
HBI B Ta0JI. 3.

B xoze o1ieHKM BepOSITHOCTY pa3BUTHSI MH(PEKIINOH-
HBIX OCJIOKHEHM B 3aBUCMMOCTHU OT CITOCOO0B (hUKCcaluu
KAaIICYyJIbl CyCTaBa U COOCTBEHHOM CBSI3KM HaIKOJCHHUKA
K 9HIOIPOTE3Y HaM He yIaJI0Ch YCTAHOBUTh CTATUCTUYE-
CKU 3HAUMMBIX paznuyuii (p = 0,197) (c ucnonabzoBaHUEM
Kputepus x2). OMHAKO IMPU COMOCTABICHUM BEPOSITHOCTH
BO3HMKHOBEHMSI OCJIOXHEHUI | TUma B 3aBUCHMMOCTHU
OT TOTO, UCITOJIb30BAIMCH MOTIOJTHUTEIIbHBIE CPeICTBa (PIK-
caluy pa3rudaTeIbHOrO arapara K 9HIOMPOTE3Y WM HET,
BBISIBJICHBI 3HaYrMBbIe pa3anaus (p = 0,004) (¢ ucmonb3o-
BaHUEM KpuTepus ) (cM. Tabu. 3). Takum obpa3oM, rmosy-
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Tabnuua 3. Puck passumus UH@eKYUU U HecoCMoAMmenbHOCMU pasaubamessHO20 anNNApAma 8 3asLUCUMOCMU 0m cnocoba pekoHcmpykyuu, n (%)

Table 3. Risk of infection and extensor mechanism failure depending on the reconstruction technique, n (%)

QOcJoxHenne
e 1-s rpynna (¢pukca-
1S K MpoTe3y)
I Tnma:
Type I:
ecTb 10 (40,0)
present
HET 15 (60,0)
absen
IV tuna:
Type IV:
ecTh 3(12,0)
present
HeT 22 (88,0)
absent

*Pazauuus cmamucmuyecku 3navumot (p <0,05).

2-s rpynna (pukcanus
K MOJJMMEPHO# CETKE)

Ipymna

3-s1 rpynna (pukcanus y
K THTAHOBO¥ CETKe)

0,004*
4 (13,3) 1(4,3) p,,=0,048
26 (86,7) 22 (95,7) p,;=0,010
4(13,3) 0(0,0) 0,197
26 (86,7) 23 (100,0)

Tlpumenanue. 30ecv u 6 maba. 4: p, ,— pasaunus mexcoy 1-it u 2-ii epynnamu; p, ,— pasauuus mexcoy 1-ii u 3-ii epynnamu.

*Statistically significant differences (p <0.05).

Note. Here and in table 4: p, ,— differences between the Groups 1 and 2; p, ,— differences between Groups 1 and 3.

YeHHBIC JaHHBIC TTO3BOJISTIOT CIEIaTh BBIBO, YTO MCIIOJb-
30BaHME MOJIMMEPHBIX U TATAHOBBIX CETOK CTATUCTUYCCKH
3HAYMMO CHIKAET BEPOSITHOCTh PAa3BUTHS OCIOKHEHUIA
9THUX TUIIOB. CTaTUCTUIECKH 3HAYMMBIX PA3TUINIA MEXITY
2-it m 3-ii TpyIImaMu HaM BBISIBUTB He yaanoch (p = 0,374)
(c ucrronp3oBaHueM ToYHOTO Kputepus Puiiepa).
MenuaHa CpoKOB BO3HMKHOBEHUSI OcIoXHeHui | Thma
coctaBuia 12 (16—18) mec (MeIKBapTUIbHBII MHTEPBA
8—15), IV tuma — 12,57 £ 5,65 (8—24) mec (95 % AU
7,34—17,8). I1pu cpaBHEHNH CPOKOB Pa3BUTHS MH(DEKIIN-
OHHBIX OCJIOXHEHHUI B 3aBUCMMOCTH OT TPYIIIBI HAaM He

yIAJIOCh BBIIBUTh 3HAYMMBIX pa3iunuuii (p = 0,061) (c uc-
IoJIb30BaHueM f-Kputepusi CThIOIEeHTA).

B xoae peTpoCreKTUBHOIO MCCIEA0BAHUS OCI0X-
HeHus HaOmoganuch B 22 (28,2 %) ciaydasix, U3 HUX
B 7 (9 %) ciiy4asix OHUM ObLIY IIPeACTaBIeHbl MH(EKIIUE,
B 15 (19,2 %) — HECOCTOSITEIBHOCTBIO Pa3riubaTeIbHOTO
armapara.

AHanu3 GyHKINK KOJIEHHOTO CYCTaBa B 3aBUCUMOCTH
OT BUJA JIEYEHUS TTPOBEIeH ¢ MOMOIIbIO mKanxel MSTS
yepes 12 Mec mmociie ortepanuu. Ero pe3ynbrathl mpeacran-
JIEHBI B Ta01. 4.

Tabnuua 4. PyHkyuoHabHsle pesynsmamsi no wkane Musculoskeletal Tumor Society Score yepe3 12 mec nocie onepayuu 8 3agucumMocmu om 8uda

JieqeHus

Table 4. Functional results per the Musculoskeletal Tumor Society Score 12 months after surgery depending on the type of treatment

Ipynna Menuana, % MenkBapTHiIbHBIA pa3vax, %  Yuciio nanueHToB, n »
-5 76,70 73,30—80,00 25
Ist 5 Rt N
) <0,001*
2}? 80,00 80,00—86,60 30 p,_,<0,001
P, 5<0,001

33_,? 83,30 80,00—87,60 23

* Pazaunus cmamucmuyecku 3navumot (p <0,05).

*Statistically significant differences (p <0.05).
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B3| 2-7 rpynna / Group 2
E3 3-arpynna/Group 3

Puc. 2. Pesynsmamsl aHanusa ¢yHKyuU KoseHHo2o cycmasa no wkane Musculoskeletal Tumor Society Score yepes 12 mec nocie onepayuu

8 3GBUCUMOCMIU OM BUOA leYeHUs

Fig. 2. Results of analysis of the knee joint function per the Musculoskeletal Tumor Society Score 12 months after surgery depending on the type

of treatment

Hcxonst U3 moTydeHHbBIX JAHHBIX IIPY COITOCTABICHUN
pe3ynbraroB no mkaine MSTS yepe3 12 mec mmocie onepa-
1Y B 3aBUCUMOCTH OT I'PYIIITHI BBISIBJICHBI CTATUCTUYECKHU
3HaUYMMBbIe pasandus Mexmy rpymmamu (p <0,001) (¢ uc-
noJib30BaHueM Kputepusa Kpackena—Yommmca).

[IprMmeHeHNe TOTOJIHUTEIBLHBIX CPEACTB (PUKCAITUN
pa3rubaTeIbHOTO amIapara K SHIOIPOTe3y (TUTaHOBBIX
M ITOJIMMEPHBIX CETOK) CTAaTUCTUICCKHU 3HAYUMO YIydIa-
JIO (PYHKLIMIO KOHEYHOCTH.

IIpu cpaBHUTETPHOM aHAIU3e PE3YIIBTATOB MCIIOIb30-
BaHUS TUTAHOBBIX M MOJMMEPHBIX CETOK CTATUCTUYECKU
3HAYMMBIX Pa3IMIuii otMeueHo He 06110 (p = 0,352) (¢ uc-
noip3oBanueM U-kputepust ManHa—YutHm) (puc. 2).

B mpocnieKTUBHON YacTH McCeNOBaHUS MPOBENEH
aHaJIM3 PUCKOB PA3BUTUS OCIIO)KHEHUI B 3aBUCUMOCTH OT
WICITOJIb30BaHMSI TTOJIMMEPHBIX M TUTAHOBBIX CETOK B Ka-
YeCTBe JIOTIOHUTEIBHBIX CPEACTB (DUKCAIIUU pa3rubaTesib-
HOTO armapaTa KOJeHHOTO cycTaBa K 3HaoIporesy. Ero
pe3yJIbTaThl IPeACTaBICHBI B TA0M. 5.

B xone olleHKY BepOSITHOCTY Pa3BUTUS OCJIOKHEHUH,
CBSI3aHHBIX C HECOCTOSITEIbBHOCTBIO Pa3ruOaTeIbHOTO ar-
rapara, B 3aBUCMMOCTH OT BU/Ia JICUEHUs BbISIBJICHBI CTa-
TUCTUIECKH 3HaUMMBIe pasamaus (p = 0,020) (¢ ucmoanb-
30BaHMEM TOUYHOTO KpuTepus Puirepa). Takum od6pazom,
MO MOJYYeHHBIM JaHHBIM MCITOJb30BaHUE TUTAHOBBIX
CETOK C NMPUMEHEHHUEM TIPEIIOKEHHON HaMW METOIAMKHU

Ta6nuua 5. OcnoxHenus I u IV munos (no knaccugpuxayuu International Society of Limb Salvage 2014) 8 3asucumocmu om suda neveHus

Table 5. Type I and IV complications (per the International Society of Limb Salvage 2014 classification) depending on the type of treatment

OcnoxHenne

I Trma:
Type I:

eCcTh 14 (70)

present

Her 6 (30)

absent

IV tuna:
Type IV:

ecTb 20 (100)

present

HeT 0

absent

*Pazauuus cmamucmuyecku 3nayumsl (p <0,05).
*Statistically significant differences (p <0.05).
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KonTtpoabnas rpynna

OKCHepuMeHTAIbHAS TPynna E

20 (100) 0,020*

0

19.95) 1,000

1(5,0)
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Tabauua 6. Pesynsmamsi aHanu3a yHKYUU KOSEHHOR0 CYCMABa 8 3asUCUMOCMU om BUOa fieveHus no wkane Musculoskeletal Tumor Society Score

u dechuyuma akmusHoeo pasaubaHus yepes 12 mec nocsie onepayuu

Table 6. Results of analysis of the knee joint function per the Musculoskeletal Tumor Society Score (MSTS) scale and deficit of active extension

(degrees) 12 months after the surgery depending on the type of treatment

KonTtpoabHag rpynna DKcnepuMeHTATbHAS TPyIna
IToka3zarenn (n=20) (n=20) P
JlecduuuT pasrudbaHusi, rpamgychl:
Extension deficit, degrees:
MeauaHa 7,5° 5°
median 0,160
MEXKBapTWIbHBIN pa3Max 3,75°—17,50° 0°-10,00°
interquartile range
Ouenka 1o mkaine MSTS, %: <0,001"
MSTS score, %:
MearaHa 75 80
median
MEXKBapTUJIbHBIN pa3Max 65,85—77,53 80,00—83,30
interquartile range
*Pazauuus cmamucmuyecku 3navumst (p <0,05).
*Statistically significant differences (p <0.05).
10 CPABHEHMIO C UCIIOJb30BAHUEM IMOJIUMEPHBIX CETOK Oﬁcy)KAEHVIe

CTaTUCTUYECKY 3HAYMMO CHIKAJIO BEPOSITHOCTh Pa3BUTHSI
ocjoxHeHul I Tuna.

[IlaHchl HanMuus ocaoxXHeHus | Tuna B aKCnepuMeH-
TaJIbHOM TpyIine oka3anuch B 18,38 paza HUKe I10 cpaB-
HEHMIO C KOHTPOJIbHOW TIpyNHoM, pa3jiMyus LIAHCOB
He ObUTM CTAaTUCTUIECKU 3HAYMMBIMU (OTHOIIICHHE IIIAHCOB
0,054; 95 % AN 0,003—1,044).

B xone o1ieHKY priCKOB BO3HMKHOBEHUST MH(PEKIIMOHHBIX
OCIIOXKHEHHUI B 3aBUCIMOCTH OT BHIA JICYCHUSI HE YIAIOCh
YCTaHOBUTb CTATUCTIICCKH 3HAYMMBIX pasamuuii (p = 1,000)
(c ucrmosb30BaHMEM TOYHOTO KpuTepust Puiiiepa).

PesynbraTsl, MoaydeHHBIC IIPU OLIEHKE (DYHKITUH KO-
JIEHHOTO CYCTaBa, MpeACTaBlieHbl B Ta0I. 6.

B cooTBeTcTBUM ¢ HaHHBIMU, IPEACTaBICHHBIMU
B Ta0J1. 6, IpU COMOCTaBIEHUM (DYHKLIMOHAIbHBIX Pe3YyJib-
TaTOB, OLICHEHHBIX O 1Kajae MSTS yepe3 12 Mec mocie
oIepaly B 3aBUCUMOCTHY OT BUIIA JICYCHUST, YCTAHOBJICHBI
cTaTucTUYecK 3HaunMble pazmmaus (p <0,001) (c uc-
noab3oBaHueM U-kputepuss MaHHa—YutHu). B rpynne
MMaIleHTOB, IIPOOIIEPUPOBAHHBIX ¢ IIPUMEHEHUEM TUTA-
HOBBIX CE€TOK, (DYHKIIMOHAJIbHBIC Pe3y/IbTaThl OBLIN CTa-
TUYECKM 3HAYMMO JIy4llle, YeM B TPYIIIE, B KOTOPOI MC-
ITOJIb30BAJIMCH ITOJTUMEPHBIC CETKU.

B xone oneHkM AeduLIMTa aKTUBHOTO pa3rubaHUs
KOJICHHOTO CYCTaBa B 3aBUCUMOCTH OT BUIA JICUCHUS HaM
HE yIajoCh BBISIBUTH 3HAYUMMBbIX paznnuuii (p = 0,160)
(c ucnonnzoBanuem U-kputepuss MaHHa— YUTHHN).

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

BoccraHoBieHre 11€I0CTHOCTH pa3arudaTeIbHOTO af-
napaTa KOJIEHHOTO CYCTaBa SIBJISIETCSI KJIIOUEBOU 3agadeit
MPU NEPBUYHOM Y PEBUBMOHHOM OHKOJIOTUYECKUX SHIO-
MPOTE3UPOBAHMSIX Y MALMEHTOB C OIYXOJIEBbIM ITOpaxe-
HUEM IPOKCUMAJIBHOTO OTAea 060J1b111e6eplIOBOM KOCTH.
Ee pelieHue TpedyeT OT OHKOOpTONeAa BbICOKOI KBaJIU-
¢ukaiy 1 OOJIBIIIOTO OITBITA, TAK KaK HeaaeKBaTHOE BOC-
CTAHOBJIEHHWE TOYEK MPUKPEIICHUST KarCyJbHO-CBI304-
HOTO KOMILJIEKCA MOXET MPUBECTU K HAPYILIEHUIO (DYHKLIMU
cycraBa, 00JISIM, OTPAaHUYEHUIO IBUKEHUST U TaXe Tpe-
XKIEBPEMEHHOMY M3HOCY SHIOMPOTE3A.

B pamkax peTpocneKTUBHOTO UCCIIeIOBAaHMS HaM yaa-
JIOCh MOJTYYUTb JaHHBIE O TPUMEHEHUU AOTIOJTHUTEIbHbBIX
CpencTB (hMKCAllMM MSITKHUX TKaHel K 3HmompoTesy. Pe-
3yJIbTaThl aHAJIM3a MOKa3alu, YTO UCMHOJIb30BAHUE MOJIU -
MEPHBIX U TATAHOBBIX CETOK MPU BbIMOJHEHUU NEPBUYHO-
T0 3HJOIPOTE3UPOBAHUST KOJIEHHOIO CyCTaBa IO3BOJISIET
IMOJIYYNTD JIydine (PyHKIMOHAJIBHBIE PE3YIbTAaThl, YeM
MOJIIMBAHUE HEMTOCPEACTBEHHO K CAMOMY KOMITOHEHTY
sHponpore3a (p <0,001). K mocTomHCTBaM TUTaHOBBIX
CETOK MOXHO OTHECTH TO, YTO OHU MPOU3BOMSTCS Ha TEP-
putopun Poccuiickoit Menepaniyiy, UMEIOT OTHOCUTEIBHO
HEBBICOKYIO LIEHY 1 IOCTYIHbI, TAKXKE UX MOXHO HEOTHO-
KpaTHO CTEPUJIM30BaTh M MOJEIMPOBAThL O€3 MOTEPH MTPOU-
HOCTH BO BpeMsl onepauuu. HemocratkoM 1aHHOToO Mare-
puana SBJSIETCSI HEBO3MOXHOCTb MCIIOJIb30BaHUS
B MPOEKUHUSX Mapbl TPEHUS MPOTE3UPOBAHHOTO CYCTaBa,
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B OTJIMYHE OT ITOJMMEPHBIX CETOK, KOTOPBIC C YCIIEXOM
MOTYT OBITh IIPUMEHEHHI B 9TOM 30HE.

Ha ceromasimmaMii AeHP MHOTHE XUPYPIH OTKA3bIBa-
I0TCSI OT IIPUMEHEHUS ITOJIMMEPHBIX CETOK TP BBITIOJIHE -
HUU peBU3MOHHBIX OIIEPAaTUBHBIX BMEIIATEILCTB, OCOOCH-
HO y TIAIIMEHTOB, Y KOTOPBIX BO3HUKJIA TTyOOKast MHDEK-
ST 00J1aCTH SHIOIIPOTE3a Ha MPEIbIIYIINX dTarax Jiedye-
Hus. I[lo ux MHeHHu10, 0OJIbIIOE KOJUYECTBO PYyOLIOBO
W3MEHEHHBIX TKaHe# ¢ HapyIIeHUEeM JIOKAJTbHOTO KPOBO-
o0pallIeHWsI U MOBBIIICHHBIM PUCKOM (DOPMUPOBAHUS
CEpOM B COYETAHUU C IIOJIMMEPHOUN CETKOM ITOBBIIIACT
BEepOSITHOCTD peluanBa nHdexum [11].

B HamreM mpocIieKTUBHOM MCCISTOBAHUM MBI HE BbI-
SIBWJIM TEHACHIIMY K TIOBBIIICHUIO PYCKa Pa3BUTHUS MH-
(eKIIMOHHBIX OCIOXHEHUI B CIyJasix IIPUMEHEHUS 10~
JIMMEPHBIX I TUTAHOBBIX CETOK B XOIE PEBU3MOHHOTO
OHKOJIOTMYECKOIO SHAOIPOTE3NPOBAHMUS KOJICHHOIO CY-
craBa. CpeTHUI1 CpOK HAOJIOIEHUSI COCTABUI 35 MecC, UTO
ITO3BOJISIET CAeIaTh BBHIBOA 00 OTCYTCTBUM BEPOSITHOCTH
ITOBBIIICHNSI PICKA BOSHUKHOBEHUSI MH(EKIIMOHHBIX OC-
JIOXXHEHUI, CBSI3aHHBIX HEIIOCPEACTBEHHO C IIPUMEHCHU -
€M JOTIOJIHUTEIBLHBIX CPENCTB (PUKCAITUH.

Bonee BbIpaxkeHHBIN 1e(UIIAT AKTUBHOTO pa3riOaHus
HaOJIIomajcs B TPYIIIE, IIe MIPUMEHSIINCH ITOJTUMEPHBIE
CeTKHU, ero MeauaHa coctaBuia 7,50 (MeXKBapTUJIbHBII
uHTepBai 3,75—17,50). OmHaKO CTOUT OTMETUTD, UTO CTa-
TUCTUICCKHU 3HAYMMBIX Pa3IMIUIL 110 CPABHEHUIO C TUTA-
HOBBIMM CETKaMU BbIsSIBJIEHO He 66110 (p = 0,160).

PesynbraTtel aHanu3a, MPOBEAEHHOTO B paMKax Ipo-
CIIEKTMBHOTO MCCIICIOBAaHMS, TTOKA3AIM, YTO IIPUMEHEHIE
TUTAHOBBIX CETOK CTATUCTUYECKU 3HAYMMO YIIyYIIaeT
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(byHKIIMOHAIBHBIE PE3YJIBTaThI II0 CPABHEHUIO C MCTIONb-
30BaHMEM ITOJIMMEPHBIX CETOK MIpPHU OLICHKE (bYHKIIUHU
yepes 12 mec mmocie onepamyu (p <0,001). MbI cBA3bIBacM
5TO C TEM, YTO B YCJIOBUSAX PYOIIOBO M3MEHEHHBIX, IIJIOXO
KPOBOCHA0XXKaeMbIX TKAHEH TUTAHOBBIEC CETKI MEHEE CKIIOH-
HBI BBI3BIBAaTh (POPMUPOBAHUE CEPOM U TPaHYJISILIUIA. DTO
CIOCOOCTBYET OoJiee MPOUYHON (PUKCALIMU K SHIOIIPOTE3Y
1 HAJICXKHOMY BOCCTAaHOBJICHUIO IIEJIOCTHOCTU pa3ruda-
TEJILHOTO aIlapara.

[IpemwroxeHHass HAMU METOIUKA IBYCIOMHOTO apMM-
pOBaHUS COOCTBEHHOI CBSI3KM HATKOJEHHUKA TTO3BOJISIET
n30eXaTh ¢ paHHUX OTPBIBOB OT TOUKHU IPUKPEIUICHUS,
a pEeHTTeHOKOHTpACTHAsI TUTAHOBAS CETKA — OTCJICXKUBATh
LIEJIOCTHOCTD pa3ru0aTesIbHOTO alliapaTa B IMHAMUKE.

3aknueHue

Hcronp30BaHNe TUTAHOBOM CETKU B KAYECTBE JTOIION-
HUTEIBHOTO CPeCTBA (DUKCAILINK COXPAHSIEMBIX 2JIEMEHTOB
pa3rudaTeILHOrO aniapara K IIpoTe3y IT0Ka3ajo XOpoIlie
Pe3yyIBTaThl Kak IIPY IIEPBUYHOM, TaK U IIPH PEBU3MOHHOM
OHKOJIOTUYECKOM 3HIOIIPOTE3NPOBAHNY KOJIEHHOTO CYy-
craBa. [lomydeHHBIC HAMU Pe3yIbTaThl UCIIOJIb30BAHUS
TUTAHOBHIX CETOK COITOCTABUMEI C JAHHBIMU O IIPUMEHE-
HHUU 00Jiee PacIpOCTPaHEHHBIX MMOJUMEPHBIX CETOK (MBI
MTOJIYIIUIM XOPOIKe (PYHKIIMOHAIBHEIE PE3yIbTaThl Yepes
12 Mec mocie orepaium).

TuTtaHOBBIE CETKU MOT'YT ObITh PEKOMEHIOBAaHbI K BHE/I-
PEHMIO B IIPAKTHKY, OTHAKO ISl (hOPMUPOBAHUS OKOHYA-
TEJIbHBIX BHIBOIOB TPEOYIOTCS aHAIN3 OOJIBIIETO KIIMHM-
YecKOoro Marepuaja M 0Oojiee IUIUTEIbHBIE CPOKU
HaOIIOAEHUS.
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PEI{OHCprI{TMBHbIVI 3Tan B I{OM6VIHVIpOBaHHOM JiIe4YeHUu
OHyXOHEVI KOCT EVI MAFKUX TKAHEN U KOXKK

N.P. Caduu' %, A.}O. Poauonosa!, /I.B. Pykasumnukos', P.III. Xacanos?, A.M. Caiidpyrmn', P.H. Capun',
M.M. Xaaukos!
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BBepeHue. B HacTosLee BpEMS B IeYEHUM 310KAYECTBEHHbIX HOBOOOPA30BaHMil KOCTEA, KON U MATKUX TKaHei npuopu-
TETHbIM CYMTAETCA NMEePCOHANU3MPOBAHHBINA Noaxod. Belbop nnaHa neyeHUs OCYWECTBAAET MYNbTUAUCLUNAUHAPHAS
KOMaHAa CneLunanncTos, BKIKOYAOLWasa XMpypra, XumuotepanesTa u paguotepanesta. AKTUBHOE BHeJipeHUe CUCTEMHON
Tepanuu 1 NosBNEHWUE HOBbIX TEXHOIOTUIA B Iy4EBOV TEpannUM N03BOANIN 06€CNe UTb NOKANbHbIA U CUCTEMHBIN KOHTPONb
Hap 3a6oseBaHMEM, 4TO CNOCOOCTBOBANO PaCLUMPEHHUIO MOKa3aHMil K BbIMOJHEHWIO OPraHOCOXPAHSAILLMX XUPYPrUYECKUX
BMeLwwaTtenbcTB. C uenblo yayylweHns QyHKUMOHANbHbIX Pe3yNbTaToB Npy cobMI0fEHUM PafUKaNbHOCTL OnepaLyumu NpoBo-
AUTCA BOCCTAHOB/IEHWE MOKPOBHbIX TKAHEN N aHATOMUYECKUX CTPYKTYP. 10 AaHHBIM pa3HbIX aBTOPOB, PEKOHCTPYKTUBHO-
NAACTUYECKNIA KOMNOHEHT NPU XMPYPruyeCcKMX BMeLaTeNbCTBaX Ha ONOPHO-ABUraTeNIbHOM annaparte 1 KOXe Npu CermeH-
TapHbIX Pe3eKUMAX ANUHHbIX KOCTeil Heobxoaum B 28—32 % ciyyaes, Npu onepauLuax Ha KOCTax Tasa — B 30-42 %,
Npu CapKoMax MArkux TkaHei — B 50-80 %, Npu onepaumax Ha rpyaHoii cTeHke — B 80 %, NPy 3/10Ka4YeCTBEHHbIX HOBOOO-
pa3oBaHUAX KOXU — B 44,7 %.

Llenb nccnepoBaHua — npoaHannM3npoBaTth pe3ynbTatbl KOMOMHUPOBAHHOTO IEYEHUA C BbINOJIHEHUEM PEKOHCTPYKTUBHO-
NAACTMYECKOro 3Tana NaLUeHToB C OMYXONAMU KOCTe, KOXMU U MATKUX TKaHei.

Martepuanbl u MmeTopbl. [poaHann3MpoBaHbl pe3ynbTatbl leYeHus U HabnofeHus 441 nayueHTa c MeCTHO-pacnpocTpa-
HEHHbIMW OMYXONAMU KOXM, KOCTEN U MATKUX TKaHei, KOTOpble nony4yanu sedyeHne B PecnybinMKaHCKOM KIMHUYECKOM
OHKonornyeckom gucnaHcepe um. npod. M.3. Curana ¢ 2016 no 2023 r. BonbHbLIM BEINOMHANOCE XMPYPruyecKoe neyeHmne
C NpoBefieHneM peKOHCTPYKTUBHO-NNACTUYECKOro 3Tana.

Pesynbrarbl. [1nA Kaxa0oro nauMeHTa B COOTBETCTBUM C NPUHLUNAMW NEPCOHANU3MPOBAHHOMO NOAX0AA BbIGPaH cnocob
PEKOHCTPYKLMM NocneonepaLnoHHoro AedeKTa C y4ETOM JIOKanu3aLnm NatoNornieckoro ovara, 06bemMa Xupypruyeckoro
BMeLaTeNnbCcTBa U COMAaTMYeCKOro crartyca.

3aknioyeHue. BbinonHeHne PeKOHCTPYKTUBHO-NNACTUYECKOrO 3Tana Npu XMPYpruvyeckom eYeHUn 3N10Ka4ecTBEeHHbIX
HOBOOOPA30BaHMii KOCTEN, MATKUX TKAHe! M KOXMW XapaKTepu3yeTcs HU3KOW 4acTOTOW pPa3BUTUA NOCIEONepaLMoHHbIX
OCJI0XHEHWNI U XOPOLWMMU GYHKLIMOHANbHBIMU pe3ynbTaTaMu. B cBA3M ¢ cobntofeHneM paanKanbHOCTU BMELATENbCTBA
3HAYUTENbHO YMEHbLIAETCA PUCK PA3BUTMA peLnanBa ONyXoan U CUCTEMHOTO NPOrpeccMpoBaHUs.

KntoueBble cnoBa: CapKOMbl, paK KoXu, peKOHCprKTVIBHO-ﬂJ’IaCTI/IquKI/Iﬂ 3Tan, 3HAoONpoTe3npoBsaHue

IOna uutupoBanua: Cadun U.P., Poanorosa A.H)., PykasuwHukos [1.B. u ap. PeKOHCTPYKTUBHbIN 3Tan B KOMOUHUPOBAH-
HOM JIEYEHUM OMYXONelt KOCTENA, MATKMUX TKaHel 1 Koxu. CapKoMbl KOCTEN, MATKUX TKaHEN 1 Onyxosu Kowu 2024;16(3):35—-43.
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Introduction. Currently, a personalized approach is considered a priority in the treatment of malignant neoplasms
of bones, skin and soft tissues. The decision on the treatment plan is formed by a multidisciplinary team of specialists:
a surgeon, a chemotherapist, a radiotherapist. The active introduction of systemic therapy and new technologies
in radiation therapy made it possible to ensure local and systemic control of the disease, which contributed to the expansion
of indications for performing organ-preserving surgical interventions. In order to improve functional results, while
observing the radicality of the intervention, the restoration of integumentary tissues, as well as anatomical structures,
is carried out. According to various authors, the need for a reconstructive plastic component in surgical interventions
on the musculoskeletal system and skin is 28-32 % for segmental resections of long bones, 30-42 % for operations
on pelvic bones, 50-80 % for soft tissue sarcomas, 80 % for operations on the chest wall, when the skin is heated - 44,7 %.
Aim. To study and present the results of combined treatment with reconstructive plastic surgery in patients with tumors
of bones, skin and soft tissues.

Materials and methods. The results of treatment and follow-up of 441 patients with locally advanced tumors of the skin,
bones and soft tissues who received treatment in Republican Clinical Oncological Dispensary named after Prof. M.Z. Sigal
from 2016 to 2023 were analyzed. The patients underwent surgical treatment with the implementation of the reconstructive
plastic stage.

Results. In accordance with the principles of a personalized approach, a method of reconstruction of a postoperative
defect was chosen for all patients, taking into account the localization of the pathological focus, the volume of surgical
intervention, and somatic status.

Conclusion. Performing the reconstructive plastic stage in the surgical treatment of tumors of bones, soft tissues and skin
is characterized by a low number of postoperative complications and good functional results, significantly reducing
the risk of tumor recurrence and systemic progression due to compliance with the radicality of the intervention.

Keywords: sarcomas, skin cancer, reconstructive plastic surgery, joint replacement

For citation: Safin I.R., Rodionova A.Yu., Rukavishnikov D.V. et al. The reconstructive stage in the combined treatment
of tumors of bones, soft tissues and skin. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone and Soft Tissue Sarcomas,
Tumors of the Skin 2024;16(3):35-43. (In Russ.).
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BeepeHue

PexoHCTpyKTHBHAS 1 TIaCTUYIECKAS XUPYPTUS — 3TO
00J1acTh MEAULIMHBI, pa3pabaTrbiBaloliiasi OrepaTuBHbIC
METOMBI JICUeHUsI OOJIBHBIX ¢ HeeKTaMM TKaHel, necop-
MaIsIMKA ¥ HapyIIeHUSIMU (OYHKIIMHU Pa3IAIHBIX 9acTeit
tena [1]. [lepBoe yrmoMuHaHUE O MIACTUYECKUX XUPYPTU-
YeCKHX BMEIIaTeIbCTBAX C 1IEIbI0 BOCCTAHOBIICHUS yTpa-
YeHHOTO opraHa (Hoca) oTHocuTcs K VI B. 10 H. 3. 1 BCTpe-
yaercsl B TpakTaTax Bpaueit Muauu u Erunra. B Utanuu
B XV B. NOSBUWJICS €11€ OAMH METOJ IJAacTUKU HOca —
C UCIIOJIb30BaHUEM KOXHU 00JIaCTH IjIeda (MTaIbSHCKUIA
MeTOoq).

B 1597 1. B cer Boinia Kaura “De Curtorum Chirurgia
per Incisionem” lacmapa Tanbsgkounu u3 bononsn, cras-
11asT KpaeyroJIbHBIM KaMHEM Pa3BUTHSI COBPEMEHHOM IIJ1ac-
TUYECKOM XUPYpTruu. TpyIbl 3TOrO Y4eHOTO He OBbLIU OLle-
HEHBI U MCTIOJIb30BaHbl COBPEMEHHUKAMM U3-3a IOBJICB-
1IMX HaJ HAayKoOM LIEpKOBHBIX YYeHUl. Pa3Butue peKoH-
CTPYKTUBHO-IUIACTUYECKON XUPYPTUU BO30OHOBMIOCH
b B XIX B. Co BpeMeHeM OHa ITpeBpaTMIach B MOJIHO-
IIPaBHYIO OTPacib MeIUIIMHBEL. OTIIOM COBpEMEHHOM pe-
KOHCTPYKTUBHO-IIJIACTUICCKON XMPYPTUM CUYUTAIOT aHT-
nuiickoro xupypra Xaponabaa Henbda Hxunanuca
(1880—1960). OH 3aHUMAJICSI Pa3BUTUEM 3TOTO HAIpPaB-
JieHus B 6oabHULe KoposeBbsl Mapuy B 10ro-BOCTOYHOM
paiione Jlongona Cuakarn. OCHOBOIIOJIOXHUKOM 3CTETH-
4ecKOi MeIMLIMHBI ObUT 6epianHcKuil xupypr JKak Moszed
(1865—1934) [2].
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CoBpeMeHHBIE IIPUHITUIIBI JICYCHUS 37I0Ka9eCTBEHHBIX
HoBooOpasoBaHuit (3HO) KocTeii, KOXXU 1 MATKUX TKaHEH
ITOIpa3yMeBalOT KOMOMHALIAIO PA3TMIHBIX METOIOB JICUCHUS,
TaKMX KaK XMPYPITIECCKOE BMEIIATEIBCTBO, JIydeBast v JIeKap-
cTBeHHAas Teparmsi. OCHOBHBIM METOIOM JICUCHUST TaHHOMI
aTOJIOTMH KOCTEM, KOXXU Y MATKMX TKaHei 40—50 jreT Hazaz
Ob1a onepanyd [3], a OCHOBHOI LIEJTBIO — COXpaHEHUE K13~
HM HanyeHTa. B To BpeMs Jaiiie BCcero IMpoBOAMIIN OPraHO-
VHOCSIIIUE OIepaIiuy ISl 00eCTIeYeHMST IOKAJTbHOIO KOHT-
poJIsT Hal 3a00JIeBaHMEM, YTO, OMHAKO, HE IIPEAOTBPAIIIaIO0
CHCTEMHOTO ITPOrpeccrupoBaHmsl. Borpoc KadecTBa X1U3HU
OOJIPHBIX ITOMHUMAJICS] TOBOJIBHO PEIKO.

AKTUBHOE BHEAPEHUE CUCTEMHOM TepaItiy 1 ITOSIBJICHIES
HOBBIX TEXHOJIOTUIA B JIy4eBOI Tepariu MO3BOJIMIN 00ecIe-
YUTH JIOKAJTbHBIA ¥ CUCTEMHBII KOHTPOJIb HaJl 3a001eBAHUEM,
YTO CITOCOOCTBOBAJIO PACIITMPEHMIO ITOKA3aHMIA K BBITIOTHE-
HMIO OPTaHOCOXPAHSIONINX XUPYPIUIECKIX BMEIIIATEIILCTB.
ITpoBeneHue paclIMpeHHbIX ONepalivii B OOIbILIMHCTBE CJTy-
YyaeB TpeOOBAIO PEKOHCTPYKIIMY TOCICONEePAlIIOHHBIX JIe-
(heKTOB KOXKM, MBIIIII M BOCCTAHOBJICHMSI KOCTHBIX CTPYKTYD.
3a rmocyerHYe IeCSTIIICTHS PeKOHCTPYKTHBHO-TUIACTHYECKAs
XUPYPIWS CIeaia 3HAYMTEIIbHBIN AT BIIepe 3a CIET BHEI-
PEHUST MUKPOXUPYPTUICCKIX TEXHOJIOTHIA, MCIIOIh30BaHMS
MMIUTAHTATOB U SHIOIIPOTE30B [4].

IMepsuunsie 3HO xocreit cocrassior 0,2—2 % Beex
3HO, omnyxomu Markux tkadeii — 0,2—2,6 %. Paciipoctpa-
HEHHOCTD 3JI0Ka4eCTBEHHBIX OITyXOJIei KOXU 3HAUUTEIIb-
Ho Gosbiie — 10,8 %. Ha xonenr 2022 . B Poccuiickoit
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®denepanuu Ha ydyete coctosur 15 361 6oapHoi ¢ 3HO
kocteit, 106 061 GonpHOM MeaaHOMO, 435 938 GOIBHBIX
pakoM Koxu 1 32 269 naumenToB ¢ 3HO MATKMX TKaHEH.
B 2022 1. pak KoXM 3aHSJT 2-€ MECTO IO PacIpOCTpaHeH-
HOCTU Cpely BCEX 3JI0KAYECTBEHHBIX OIYXOJeil mocie
paka MoJIOuHO# xelne3nl [5]. HecMoTpsa Ha BHeapeHue
Pa3JIMYHBIX IPOrPaMM 10 pAHHEMY BbISIBJIEHUIO OHKOJIO-
CMYECKOM IMaTOJOrMK, y OOJIBIIOrO YMcjia HAllMEHTOB
¢ 3HO koxu, KocTeil 1 MSATKUX TKaHeil 0OHapy:KUBaIOT
MECTHO-PAacIpOCTPaHEHHBIN OIMyXO0JeBbIil mpolecc. o-
CTUYb PAAUKAIBHOCTHA XUPYPIUYECKOTO BMEILIATEIbCTBA
B TAKMX CJIy4asiX MOXKHO JIMIIb IIPY PACIIMPEHUN 00beMa
omnepaLuu, YTO HeEpeAKO MIPUBOIUT K 3HAYMTEIbHBIM aHa-
TOMUYECKUM U (PYHKIIMOHAJIBLHBIM AedeKTaM.

C nenblo yiaydiieHUs GyHKIIMOHAIbHBIX PE3YILTaTOB
IpY COOJIIOAEHUH PAIUKAIbHOCTH OIEPALIMY ITPOBOAMTCS
BOCCTAaHOBJIEHUE MTOKPOBHbBIX TKAHE M aHATOMMUYECKUX
cTpyKTyp. I10 JaHHBIM pa3HbIX AaBTOPOB, PEKOHCTPYKTUB-
HO-IUIACTUYECKUI KOMIIOHEHT IIPU XUPYPrUYeCKUX BMe-
LIATEIbCTBAX HA OIIOPHO-ABUIATeIbHOM aIllapare 1 KOxe
IIPY CETMEHTAPHbBIX PE3EKLIUSIX JJIMHHBIX KOCTE HEOOXO0-
auM B 28—32 % ciydaeB, IIpY OIepaLMsIX Ha KOCTSIX Taza —
B 30—22 %, npu capKkoMmax MITKux TKaHeir — B 50—80 %,
MpY oNepaLnsIx Ha rpyaHoii cteHke — B 80 %, ipu 3HO
Koxu — B 44,7 % [6—8].

Iexb uccirenoBannsa — MPOaHAIM3NPOBATH PE3YIBTAThI
KOMOMHUPOBAHHOIO JICUEHUSI C BBIIIOJIHEHUEM PEKOH-
CTPYKTUBHO-ILJIACTUYECKOIO 3Talla MalMeHTOB C OIyXO-
JIIMUY KOCTEM, KOXKY U MSITKMX TKAHEH.

CAPKOMBl KOCTEWM |

Marepuansbi u metoabl

C 2016 o 2023 . B OTHEJIEHUAX MAMMOJIOTU U IJIaC-
TUYECKOM XUPYPTUU U OYyXOJIe KOCTeH, MITKMX TKaHEe
¥ Ko PecImy0mKaHCKOro KITMHNIECKOTO OHKOJIOTYEC-
Koro aucnaHcepa uM. npod. M.3. Curana npoonepupo-
BaHBI C BBIIIOJIHEHUEM PEKOHCTPYKTUBHO-TLIACTUIECKOTO
sTamna 262 mauyeHTa ¢ MeJJAHOMOM U paKOM KOKU (ILI0C-
KOKJICTOYHBIM 1 0a3aIbHOKJIETOYHBIM), 179 — ¢ ommyxoJis-
MU KOCTEH M MSITKMX TKaHeil. BoJIbHBIM MPOBOIWIN X1~
PYPru4ecKoe JIeYeHHEe B CAMOCTOSATEIbHOM peXXUMe MU
B COUETAaHWUU C JIyYeBOI/IEeKapCTBEHHOM Tepalmeil.
YV nmanmneHTOB C OITyXOJISIMU KOXH M MSITKUX TKaHEH C I1e-
JIBI0 PEKOHCTPYKIIMU HCITOJIb30BAJINChH IIepeMEIICHHbBIC
CBOOOIHBIE KOXHBIC, KOXHO-(acIIMaabHbIe M KOXHO-
MBIIIIEYHBIC JIOCKYTHI Ha IMTAIOIIEH HOXKE, a TAKXKE CBO-
0OmHBIC MOTHOCIOMHBIC KOXHO-MBIIICYHBIE JTOCKYTHI
(MUKpOXUpypTuIecKasi peKoHCTpyKuus). CBoOOTHBIC
KOXHBIC pacIIeIJICHHbIE JIOCKYTHI IPUMEHSUINCH IIJIST 3a-
KPBITUS Ae(DEKTOB IMMOKPOBHBIX TKAHEW CIIMHBI, KOHEY-
HOCTEi (B TOM YHCJIe B COUYCTAHUU C TepPeMEIIeHHBIMU
MBIIIEYHBIMU JIOCKYTaMM) U BOJIOCUCTOI YaCTU TOJIOBBI.
OnHaxko I 3aMeleHHsI TOC/IeoNepallMOHHBIX 1e(heKTOB
TOKPOBHBIX TKaHe niia (puc. 1), CTOIBI ¥ IPYIHON CTeH-
KM BBUAY XyIIIUX (DYHKIIMOHAIBHBIX M SCTETUYECKUX pPe-
3yJIBTaTOB CBOOOIHASI KOXKHAS TUTACTUKA HE IIPOBOIMIIACH.
Takke 13-3a BLICOKOTO pHCKa pPa3BUTUSI HEKPO3a CBOOO I~
HOTO KOXHOTO JIOCKYTa 3aKPBITHE Ae(EKTOB IIOCIIEC paHee
TIIPOBEIECHHOM JIy4€BOM TE€paIlMM BBIIMOJHSUIOCH 34 CYET
KpPOBOCHa0XaeMbIX MECTHBIX TKaHel (puc. 2).

Puc. 1. [lnacmuka nocneonepayuoHHo2o OegpeKma CNUHKU HOCa nepe-
MeLeHHbIM KOXHO-AacyuanbHbIM 10CKYmMom

Fig. 1. Reconstruction of a postoperative defect of the nasal dorsum
with a transferred fasciocutaneous flap
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Puc. 2. [Tnacmuka nocneonepayuoHHo2o dedekma nepemelyeHHbim
KOXHO-MbILLIEYHbIM JIOCKYMOM Ha NUMatowel HoXKe

Fig. 2. Reconstruction of a postoperative defect with a transferred
pedicled myocutaneous flap
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Pe3ynbtathbl

ITpu Hamuuum nedeKToB IMOKPOBHBIX TKAHEH, Korma
JTHOM PaHbI SIBJISIIOTCSI KOCTHBIE CTPYKTYPhI MJIN aJUIOUM-
IUIAHTAThI, BBIIOJHSIACH IJIACTUKA IepeMelleHHBIMK
KOXKHO-MBILIEUYHBIMH, KOXHO-(acIMaIbHBIMK JIOCKYTAMU
Ha IUTAIOIe HOXKE MM CBOOOIHBIMU JIOCKYTaMU C UC-
IOJIb30BaHMEM MUKPOXUPYPIUYECKOM TeXHUKHU. Takxke
3 mauMeHTaM C OIYXOJISIMU MSTKUX TKaHE BBIIOJHEHO
MPOTE3UPOBAHNE MATMCTPATILHBIX COCYIOB: 2 OOJBHBIM —
CUHTETUYECKUM MPOTE30M, 1 — ayTOBEHOIA.

Haubonee cioxHoit 11st BEIOOpa METOJa pEKOHCTPYK-
LIMK TIOCJICOTepallMOHHOTO AedeKTa Obuia TpyIIia Halu-
eHToB ¢ 3HO MATKMX TKaHel TpymHOI CTEHKHU, pedep
u/vm pynuHsl (n = 20). [TokazaHMSIMU K peKOHCTPYKLIMHI
C 1IeJIbIO BOCCTAHOBJICHUSI KAPKACHOCTH IPYAHOM CTEHKH
obutn gedekT >10 cM B quameTpe, AePeKT rpyauHbI 0osee
50 % ee mnolany, O0LIMPHbIE KOMOMHUPOBAaHHBIE TeeK-
THI (3 pedpa u 6osee, nedekT pedep + IpyauHbI), AeeKT
IPYOHOM CTEHKU B 00JaCTU yrja Jionatku. s pekoH-
CTPYKLIMU IallMeHTaM BBIIIOJHEHbI Pe3eKLMU IPYIHOMN
CTEHKU Y TPYAUHBI C UCIIOJIb30BAHUEM MECTHBIX TKAHEH
(KOXXHO-MBIIIIEYHBIE JIOCKYTHl Ha MUTAIOIIEd HOXKE),
a TaKXKe MCIIOJIb30BaHbl aJZIOUMILIAHTATHI (IIOJIUIIPOIIH -
JIEHOBbIE MMIUTAHTATHI, TUTAHOBBIE SHIOIPOTE3bI) C ILIa-
CTUKOM MECTHBIMHU TKaHIMH (puc. 3).

ITpoonepupoBaHbl TaKXKe 78 MALIMEHTOB C OITyXOJISIMU
IJTMHHBIX TPYOYaAThIX KOCTEM 1 KOCTel Taza. PeKOHCTpyK-
LIMSI IIOCIe0epalMOHHbBIX Ae()EeKTOB B JAHHOM IpyIie
BBIIIOJIHSIIACH C MCII0JIb30BaHMEM 3HIOIIPOTE30B U YIJIe-
POIHBIX HAHOCTPYKTYPHBIX UMITJIAHTAaTOB. BEIOOp MeTOoma
PEKOHCTPYKIIMU OBLT CBSI3aH C JIOKAIU3ALUEH U TIPOTSI-
XKEHHOCTBIO AedeKkTa. DHAOIPOTE3UPOBAHNE BHITIOIHSI-

Puc. 3. PekoHcmpykmugHbIl 3man nocie pe3ekyuu 2pyouHsl ¢ uc-
no/sb308aHUeM UMNAGHMAMa, U320mossieHHo20 Ha 3D-npuHmepe
Fig. 3. Reconstruction stage after sternum resection using an implant
manufactured on a 3D printer
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Puc. 4. CocmosiHue nocne pesekyuu 60/1bwebepyosoli Kocmu ¢ 3H00-
npome3uposaHuem KoJeHHO20 Cycmasa MoOy/ibHbIM 3HOONPOMe30M.
lnacmuka nokposHbIX MKaHel nepemewyeHHbIM 10CKymom meouasb-
HOU 20/108KU UKPOHOXHOU MbILUYbI U CBOOOOHBIM KOXHbIM IOCKYMOM
Fig. 4. Condition after tibia resection with endoprosthetic replacement
of the knee joint with a modular endoprosthesis. Reconstruction
of the intequmentary tissues with a transferred flap of the medial head
of the gastrocnemius and free cutaneous flap

JIOCh TIPU XUPYPTUICCKOM JICUCHNH OITyXOJIeil OKOJIOCY-
CTaBHOM Jokanu3auuu. s peKOHCTPYKIIUM Ae(peKTOB
WCITOIB30BAIMCH MOMYJIBHBIE SHIOIpPOTe3kbl. [1pu 3HIO-
MIPOTE3MPOBAHUHU MIPOKCHMAJIBLHOTO OTAea 0oJbIIeoep-
HOBOI KOCTH IIPOBOIMIIACH IUIACTHKA C TIEpPEeMEIIeHIEM
MeJauaJIbHOU TOJIOBKM MKPOHOXHOM MBILILBI U CBOOOI-
HOTO KOXHOTO JocKyTa (puc. 4). I[Ipu onyxomsax nuacpu-
3apHOM JIOKAJN3ALUU C IEJIbI0 PEKOHCTPYKIIMU TOCIIE-
OIlCepPAllMOHHBIX Ie(DEKTOB MPUMEHSUINCH YIIIEpOIHbIE
HAHOCTPYKTYPHBIC UMILIAHTATHL B COYCTAHUU C MHTPaME-
IYIUISIPHBIM OCTEOCHMHTE30M OJIOKHMPYEMBIM INTH(TOM
(puc. 5). C 1enpio peKOHCTPYKIIMU TOCICOIIepalliOHHBIX

Puc. 5. YenepooHsili HaHocmpykmypHsIl umnagHmam
Fig. 5. Carbon nanostructure implant
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Puc. 6. imnaaHmam 0515 peKOHCMpPYKYUU NOCAEONepayUOHHO20 de-
¢ekma Kocmeli ma3sa, u32omosneHHsIl Ha 3D-npuHmepe

Fig. 6. Implant for reconstruction of a postoperative defect
of the pelvic bones manufactured on a 3D printer

neeKTOB KOCTEl Ta3a MCIIOJb30BaHbI IIepeMeIIeHHBIC
MBIIIEYHBIC JIOCKYTHI, IOJIUIIPOIIMICHOBAS CeTKA M METal-
JIMYECKUE UMILIAHTAThI (puUc. 6).

OCITOXXHEHMST PaHHETO ITOCJICONEePAIIMOHHOTO TTeproaa
OBLIM IIPEICTABICHBI TeMaTOMaMM TI0C/ICOTIePAllMOHHOM pa-
HBI (2 manueHTa), YaCTUIHBIM HEKPO30M IIepeMEIICHHBIX
MHUKPOCOCYIUCTBIX JIOCKYTOB (1 TTaIeHTKa), TOTATbHBIM HEK-
PO30M IIepeMEILIEHHOTO KOXKHO-MBIIIIEIHOT0 JIOCKyTa Ha -
Taromeil Hoxke (1 MmanyreHTKa), YaCTUIHBIM HEKPO30M CBO-
OOMHBIX KOXKHBIX JIOCKYTOB (2 TIalleHTA).

Hwuxe mipencraBieHbl 3 mpuMepa peKOHCTPYKIIMN
ITOCJIeOTIe PAIIMOHHBIX Ne(EeKTOB IMTOKPOBHBIX TKaHEH
U KOCTEW.

Knununyeckuit cnyyan 1

Ilayuenmra H., 1969 200a poxcoenus. uaenos: capko-
ma epydunst, TINOMO, G,, 1A cmadus.

B dexabpe 2022 . nayuenmka enepegvle 0OHapyicuia
naomuoe obpazoearue 6 oonacmu epydurst. B gpeepane 2023 e.
8bINOAHEHA OMKPbIMAas Ouoncus onyxoau epyounst. Ilamo-
Mmopghoaoeuneckoe uccredoganue nOKAa3aio, Ymo mopgoso-
eu4ecKkas KapmuHna 6 6oavuieli cmenenu coomeemcmeyem
XoHdpocapKkome pyKoamku epyounot G .

ITlayuenmka doobcaedosana: OaHHbIX, ceUdemenbcmaey-
FOWUX 0 HAAUMUU OMOGAEHHBIX MEMACMA308, He BbiS6AEeHO.
Ilo dannbim KomnvromepHoil momoepaguu epyodHoll Kaemku
6 NPOKCUMANbHBIX 0MOeAax PYKOAMKU epyOutsl onpedens-
emces yHacmok AUmu4eckoi oecmpykuyuu 2youamoeo eéeuje-
cmea pazmepamu 0o 20 x 21 x 24 mm ¢ 3ameujeHuem norocmu
OeCmpyKyuU MASKOMKAHHBIM U HCUOKOCHHbIM KOMHOHEHMAaMU
(yHacmiu HeKpo3a), ¢ eOUHUYHBIMU KOCIHbIMU CEK8ecmpamu
pazmepom 0o 2—3 mm 6 moauje, ¢ decmpyKyuei UCMOHYeH-
H020 KOPMUKAAbHO20 CA0s NepeoHell CMeHKU Pa3mMepom
00 5 Mm u 3a0Heil cmenku pazmepom 0o 13 mm, ¢ nepuoccans-
HOU peaKyueti NPUAEHCAUUX MAKUX MKaHel 6 sude 0y1a60-
BUOH020 UHOYPAMUBHO20 ymoauleHus (puc. 7).
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Puc. 7. PenmaeHoBckas KoMnsiomepHas momozpagus 2pyoHoli knem-
Ku nayueHmxu M. 0o Xxupypau4eckozo neveHus

Fig. 7. X-ray computed tomography of the thoracic cage of female
patient L prior to surgical treatment

C yuemom cmaduu 3ab601e6aHus NAyUeHmKe peueHo npo-
eecmu xupypeuyeckoe neverue. B anpene 2023 e. évinoanena
pe3eKyusi epyOuHbl ¢ NAACMUKOL HOCAeONePayUOHH020 degek-
ma mumaHoeoi CemKoll U A0CKYMOoM 00AbULOU epYOHOU Mblild-
ybl (puc. 8, 9). Iocreonepayuonnbiii nepuod — be3 ocaodxicHe-
nuil. Tloayyens: omauuHsle hYHKYUOHANbHBIE Pe3YAbMambl,
oepanutenus 0gudiceHuil @ naeueswix cycmasax nem. Ilepuod
Habarodenus cocmasun 11 mec; daHHbix, ceudemenbcmeyrouux
0 npoepeccupoganuu 3a001e8anUsl, He HOAYHEHO.

Puc. 8. YoanenHsili npenapam
Fig. 8. Resected specimen
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Puc. 9. Tumaro8sili cemyamsili umnaaHmam
Fig. 9. Titanium mesh implant

Knuuuyeckuin cnyvai 2

Hayuenmra I., 1980 eo0a poxcdenus. Juaenos: euean-
MOKAemOo4Hasi ONYyXoab Npasoil ny4eeoil kocmu. B gespane
2021 e. ommemuna nosieaeHue 6oaell 8 obaacmu npPagoeo
Ay4esanscmuoeo cycmasa, 6 mapme 2021 e. — yseauuenue
8 obveme npasoeo ay4ezansicmuoeo cycmaea. B aseycme 2021 e.
BbINONHEHA OMKPbIMAsL OUONCUSI ONYXO0AU NPABOTL Y180l KOCHU.
lTucmonoeuueckas u penmeeronoeuueckas Kapmuvl 8 6016-
well cmeneHu COOMeemcmayom 2ueaHmMoKAemo4HOL Onyxo-
AU NPasoil 1y4esoli Kocmu.

Ilayuenmxke Hasznauena mepanus dernocymadom (16 ese-
deHuil), Ha goHe Komopoil 604e60ll CUHOPOM KYNUPOBAACH.
Peweno 6binosHums 6HYmMpuUOUa208YI0 PE3EKYUI ONYX0oaU
¢ ocmeonaacmukoil (puc. 10). B mae 2023 2. nposedera éHy-
mpuo4ae06as pezeKkuus OUCMANbHO20 INUMemagu3a npagoii
Ay4egoll kocmu ¢ ocmeonaacmukoil. lucmonoeuvecku noay-

Puc. 10. PeHmeeHoBcKaa KomnsiomepHas momozpagus npasodl ny-
yesol kocmu nayueHmku . 0o xupypauyeckozo e4eHus

Fig. 10. X-ray computed tomography of the right radius of female
patient G. prior to surgical treatment
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Puc. 11. [IpedonepayuoHHoe n1aHuposaxue (2paHuysi pesekyuu,)
Fig. 11. Preoperative planning (resection margins)

YeHa BUMANbHAS ONYX01e6as MKAHb 6e3 NPU3HAK08 AeKap-
cmeenHoeo namomopghoza. C yuemom omcymcmausi sgpgpexkma
Om NpoBedeHHOl mepanuu U pucka npoodoaNCeHH020 POCMA
Peulero 8bINOAHUMb Ce2MEHMAPHYI0 PE3eKYUI0 AY4eoll Kocmi
¢ SHOONPOME3UPOBAHUEM AYHE3ANICIMHO20 CYCMABA UMNAAH-
mamowm, Haneuamaruoim Ha 3D-npunmepe (puc. 11, 12).

B omoanennom nocaeonepayuoHHom nepuode nayuerm-
Ka noayuuna 1 uHsexyuio denocymaba ¢ yeavio A0KaIbH020
KOHmMPOAs Hao 3a004e6aHUEM HA NEPUOO U320MOBACHUS UM-
naaumama. B cenmsabpe 2023 e. gvinoanena ceemenmapHas
pe3exyus OUCmanvbHoeo omadeaa Npagoi Ay4egol Kocmu

Puc. 12. [IpedonepayuoHHoe nnaHuposaxue (3Hdonpomes)
Fig. 12. Preoperative planning (endoprosthesis)
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Puc. 13. [locneonepayuoHHas peHmeeHoepamma npasoll sy4esol
Kocmu nayueHmku I

Fig. 13. Postoperative X-ray of the right radius of female patient G.

¢ naacmukoil deghekma Ayue3ansicmHo2o Cycmasa C8A3aHHbIM
3HAONPOME30M.

Tlocaeonepayuonnbiii nepuod — 6e3 ocroxcHenuil. Pyi-
yuoHavHble pe3yrsmamot no uikanre Musculoskeletal Tumor
Society Score uepes 6 mec cocmasuau 90 % (puc. 13). Jan-
HbIX, CBUOCMENbCIMBYIOWUX 0 NPOPECCUPO8anUl 3a001e6a-
HUsl, He NOAYHEeHO.

Knunuyeckuin cnyvain 3

Ilayuenm I, 1967 200a poxcoenus. uaeno3: pak Koxcu
segoii cmonot, T2NOMO, 11 cmadus. B 1989 e. 6oabHoil noay-
Yun mpasmy nAMOUHOI obaacmu 1e6oli CMonbl, N0 HO800Y
ye20 gbiNOAHeHa naacmuyeckas onepayus. B 2007 . noseu-
1ach mpoguueckas A36a Koxcu namoyuHoil ooaacmu. Ilpose-
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OeHbl NPOMUBOBOCNANUMENbHAS MePanUsl, CAHAUUsS o1aea
eocnanenus. B dasvnetiwem — 6e3 ocobennocmeii. B 2016 e.
6HO8b NOABUNACH A364 HA KOXICe NAMOYHOU 00AaCMU, KOMOPAs.
épems om 8pemeHu ucuezansa Ha gone nepessazox. B 2019 e.
10 KPAsM 536bl NAYUEHM 3aMemui pa3pacmanue Kposomo-
uawyeii po3060ii MKAHU, N0 NOB0OY 4e20 00pamuacs K eHOUHO-
My xupypey. Bvinoanensl canayuouHoe ucceuenue mxaHu
u mopgonoeuueckas eepugpuxauus (puc. 14). Ilo danuvim
2UCMOA02UMECK020 UCCACO08AHUSA: KEPAMONANUALOMA C 2AY-
OOKUM aKaHmo30M MHO20CAOUH020 NAOCK020 Snumenust, ¢o-
Kycamu MaaueHu3ayuu no muny blcokoduggepenyuposan-
H020 NAOCKOKAEMOYHO20 PAKA.

IIpu doobcaedosanuu omoanseHHbIX MEMAacmasos He bl-
s61eno. B cenmsabpe 2019 2. gvinonneno wupokoe ucceuerue
ONYXO0AU KOXCU NAMOYHOU 004aACMU CAe8a C NAACMUKOL C80-
OOOHBIM MOPAKOOOP3ANLHBIM KOHCHO-MbLUUEUHBIM AOCKYIMOM
Ha mukpococyducmuix anacmomosax (puc. 15, 16). Ilocae-
OnepayuoHHbLil nepuod — 6e3 ocaoxcHerull. OyHKYUOHANbHbIE
u acmemuueckue pezyavmams. — omauunsie. Ilepuod Habaio-
denus cocmaeun 4,5 eoda; 0aHHbIX, c8UDEMeNbCMBYIOUUX
0 npoepeccuposanuy 3a001e6aHUS, He NOAYHUEHO.

06cyxpeHue

C y4eToM NpuopHUTeTa IIEPCOHATTM3NPOBAHHOTO IO~
X0Ja B OHKOJIOTH BBIOOP METOIa PEKOHCTPYKIINH MHIM -
BumyajieH. Kaxaprii MeTon 3aMeIeHUSI ITOCTICOTIepallOH-
HBIX 1e(EeKTOB IMMOKPOBHBIX TKAHEHN M KOCTEI MMEET CBOU
TIpEeUMYIIECTBa, HEAOCTATKI 1 TTOKA3aHUS K IPUMEHEHUIO.
[IpoTrBOMIOKa3aHUSIMU K BBITTOJTHEHUIO PEKOHCTPYKTUB-
HOTO 3Talla SIBJITIOTCS pacIIpOCTPAaHEHHOCTD OITyX0JIEBOTO
mpoliecca, He IO3BOJISIONIAs BHIIIOJTHUTH OPraHOCOXPaHSI-
[oIIlee XUPYPruIecKoe BMEIIATeIbCTBO (TIOpaskeHe O0Tb-
III0TO MAaCCHBAa MBIIII] KOHEYHOCTH, TIPU PE3SKIIMU KOTOPBIX
ee (yHKLMS OymeT yrpadyeHa HACTOJIBKO, YTO COXpaHCHHUE
KOHEYHOCTH CTaHET HEelleIeCO00Pa3HbIM), TEKOMITIEHCUPO-
BaHHAs COMaTHYecKasl ITaTOJIOTHSI, IIPU KOTOPOIl HEBO3-
MOXHO HCIIOIb30BaTh OOIIIYIO aHECTE3UI0, HEKOPPUTHPOBAH-
Hasl TICUXMYeCcKasl TaToJIoTHs (He ITO3BOJITIONIasl odecIie-

Puc. 14. Pak koxu nesol cmonsi
Fig. 14. Skin cancer of the left foot
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Puc. 15. CocmosHue nocie wWupokoeo ucce-
YeHUs onyxou ¢ pesekyueli nAMoYHol Kocmu
Fig. 15. Condition after wide resection of a tumor
with resection of the calcaneus

Puc. 16. CocmosHue nocne xupypau4yecko2o
JIe4eHUS C MUKPOXUPYpeU4ecKOU peKOHCMPYK-
yueli dechekma NOKPOBHbIX MKaHell

Fig. 16. Condition after surgical treatment
with microsurgical reconstruction of the integu-
mentary tissues
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YUTH COOJII0IeHUE TTALIMEHTOM JIe4eOHO-0XPaHUTEIbHOTO
pexXuMa U BBITIOJIHEHUE peaduIUTALMOHHBIX MEPOMpUsi-
THIT), aKTUBHBIM BOCHAJIUTEIbHBIN MpoIlecC B 00JIaCTU
OIepaTUBHOrO BMemaTeabeTBa. OMHAKO pacaj OITyXoJIu
KOXXU WJIM MITKMX TKaHe! ¢ nepr@oKaJTbHbIM BOCHaIeH -
€M He BCeraa CIYXXUT IMPOTMBOINOKA3aHUEM K OPraHOCOX-
paHAIOLIEMY JICUEHUIO B CIy4yae JOKaIU3aluuu OMyXOJu
B 00JlacTy KoHeuHocTeli. CaHalMOHHOE McCceueHre OIy-
XOJIA Y TIOC/IeyIo1Iast aHTUOMOTUKOTEPANs B COYETAaHUU
C MECTHBIM JIEUEHUEM ITO3BOJISIIOT BHIIOJIHUTh OTCPOUYEH-
HYIO TUIACTUKY ITOCIIEOIIepallMOHHOrO0 AedeKTa.

3aknyeHue
BrinosiHeHMe opraHoCOXpaHsIIOIIMX OIlepaluii ¢ pe-
KOHCTPYKTHBHO-IUIACTUYCCKMUM 3TAallIOM BO3MOXKHO ITpaK-
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CapKoMbl MATKMX TKAHE — pefKo BCTPeYaloLasca reteporeHHas rpynna conmaHblX onyxoneil, NPOMCXOAALNX U3 Me3eH-
XUMbI U COCTaBASIOWMX NNWb 1 % BCEX 3N10Ka4YECTBEHHbIX HOBOOOPA30BaHMii y B3pocnbix. CornacHo coBpeMeHHOM KIMHU-
Ko-Mmopconormyeckoi knaccuduKaLmm capkom MATKUX TKaHel BcempHoi opraHu3annm 3apaBooxpaHeHus HacuuTbiBa-
etcs 6onee 100 hopm 3TUX HOBOOOpa3oBaHuii. HeitpodmbpomaTos — rpynna HacnefCcTBEHHbIX @yTOCOMHO-JOMUHAHTHBIX
3ab0oneBaHUii, XapaKTepU3YIOLWNUXCA PAa3BUTUEM MHOXKECTBEHHBIX OMYX0NEBbIX 06pa30BaHuii, Yalle J06OPOKAYECTBEHHBIX.
B HacToswee BpeMs paznuyatoT 3 Tuna Helipodubpomarosa: Heiipodmbpomaros 1-ro, 2-ro TUNOB W WBaHHOMaTO3. Mpea-
nonaraemblit pucKk pasBUTUA capkoMmbl y nauueHToB 30 net ¢ Heilpodubpomatosom 1-ro Tvna coctasnser 25,1 %,
k 50 rofgam oH Bo3pacTaet 0 38,8 %. J/leyeHne CApKOM MATKUX TKaHe, aCCOLMUPOBAHHbIX C HelipothnbpomaTo3om, ocy-
LecTBAsETCA NO peKoMeHAauuam HauuoHanbHoit Bceobuieit oHkonoruyeckoit cet (National Comprehensive Cancer
Network, NCCN) CLUA, AmepukaHckoro obuectsa knuHudeckoi oHkonoruu (American Society of Clinical Oncology, ASCO),
EBponeiickoro o6uwectsa MeauLmMHcKoii oHkonorum (European Society for Medical Oncology, ESMO) u Poccuiickoro obue-
cTBa knuHMYeckoi oHkonorun (RUSSCO). B MepuunHCKOM paamonornieckom HayqHoM LieHTpe um. A.@. Lipiba — dunuane
HauuoHanbHOro MeAMLMHCKOTO UCCNe[0BaTENbCKOTO LEHTPA PaaUoNorum — 3a nociegHue 15 net noay4unnu neveHue 6onee
190 nauyMeHToB C MEeCTHO-PacNpPOCTPAHEHHbIMM, BbICOKO3/IOKAYECTBEHHBIMU CAPKOMaMKU MATKUX TKaHei, y 5 U3 KoTopbIx
OblIM CApKOMBI, aCCOLMMPOBaAHHBbIE C HelipodnbpomMaTo3oM. B cTaTbe npefcTaBneHbl KNTMHUYECKUE Cly4au IEYEHNs CApKOM
MSATKUX TKaHe#, acCoLMMPOBAHHbIX C HelipodnbpomaTo3om.

KnioueBble cnoBa: capkoMma, accouMMpoBaHHas ¢ HelpodubpPOMaTo3oM, capkoMa MArKMUX TKaHeil, Helipotubpomaros,
XUPYPruyecKoe JeyeHue, ydeBas Tepanus, XummoTepanus

IOna yntuposanusa: 3ybapes AJl., Kypunsuuk A.A., UBaHos B.E. u gp. Capkombl MATKMX TKaHei, acCOLUUPOBaHHbIE
C HelipombpomaTo3om: onbIT nevyeHuns. Capkombl KOCTeN, MATKUX TKaHei u onyxonu Koxu 2024;16(3):44-54.
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SOFT TISSUE SARCOMAS ASSOCIATED WITH NEUROFIBROMATOSIS: TREATMENT EXPERIENCE

A.L. Zubarev', A.A. Kurilchik’!, V.E. Ivanov', A.L. Starodubtsev’, M. K. Khanina’
A.F. Tsyb Medical Radiological Research Center — branch of the National Medical Research Radiological Center, Ministry of Health
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Soft tissue sarcomas are a rare and heterogeneous group of solid tumors originating from the mesenchyme
and accounting for only 1 % of all malignant neoplasms in adults. The modern clinical and morphological World Health
Organization of soft tissue sarcomas classification includes more than 100 forms of these tumors. Neurofibromatosis is a group
of hereditary, autosomal dominant diseases characterized by the development of multiple tumor formations, often benign.
Currently, there are 3 types: neutrophibromatosis type I, neurofibromatosis type II and schwannomatosis. The estimated risk
of developing sarcoma in patients with neurofibromatosis type 1 at age 30 years is 25.1 %, and by age 50 years
it is 38.8 %. Treatment of soft tissue sarcomas associated with neurofibromatosis fully complies with the standard
recommendations of National Comprehensive Cancer Network, NCCN (NCCN), American Society of Clinical Oncology
(ASCO), European Society for Medical Oncology (ESMO) and RUSSCO and does not have its own peculiarities. Over
the past 15 years, at the A.F. Tsyb Medical Radiological Research Center — branch of the National Medical Research
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Radiological Center, more than 190 patients with locally advanced, high-grade soft tissue sarcomas have been treated,
including five patients with sarcomas associated with neurofibromatosis. The article presents clinical cases of treatment
of soft tissue sarcomas associated with neurofibromatosis.

Keywords: sarcoma associated with neurofibromatosis, soft tissue sarcoma, neurofibromatosis, surgical treatment,

radiation therapy, chemotherapy

For citation: Zubarev A.L., Kurilchik A.A., Ivanov V.E. et al. Soft tissue sarcomas associated with neurofibromatosis:
treatment experience. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone and Soft Tissue Sarcomas, Tumors
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BeepeHue

Capkomnbl markux Tkadeir (CMT) — penko BcTpeda-
OIIAsICSI TeTepOTreHHAsI TPYIITIA COJIMIHBIX OITYXOJICH, TIPO-
UCXOISIINX M3 ME3CHXUMBI M COCTABISIONINX JIMIIb
1 % Bcex 3M0KayeCTBEHHbIX HOBOOOPA30BaHMiA B3pOC/IbIX [1].
Yamie Bcero CMT BcTpeuatorest B Bo3pacte 45—70 e, He-
3aBUCcUMO OT nosa. Kaxmprii rog B CILIA BBISIBISIFOT OKO-
g0 11 280 crygaeB CMT Ha 100 ThIc. HacesieHUs, ob1Ias
CMEpPTHOCTh OT JaHHO# naTojioruu cocrasisieT 3900 ciry-
yaeB B roa. I1o mocneqnum onenkam, B 2022 1. 8 CIIIA
y 13 190 yenmoBek 0buM muarHocTrpoBaHbl CMT, mpu 3TOM
JIeTabHBIN ncxon otMeueH B 5130 cayyasx [2]. B Poccun
CMT BoisgBasior y 3500 yenoBek B rof, okoo 3000 601b-
HBIX €KETOIHO YMUPAIOT OT 3TOTO 3a00JIeBaHNSI.

Knaccndmkanusa capkom Msrkux Tkaneii. CorsiacHo co-
BpEMEHHOI KJIIMHUKO-MOP(hOIOrMIecKoii Kiaaccupukaum
CMT BcemupHoO# opraHu3alny 3ApaBOOXpaHEHUS Ha-
cuutbiBaeTcs 6osee 100 popm 3THX HOBOOOpa3zoBaHMii [3].
Hau6onee yacro BcTpevatommecst opMbel CMT — Hegud-
(epeHLpoBaHHbIe capkoMa (28 %), munocapkoma (15 %),
neiiomuocapkoMa (10—20%), cuHOBMaIbHAs capKoma
(10 %), pabgomuocapkoma (5—6 %), 310KauyecTBeHHas!
OIIYXOJIb 13 000JI0UKY ITeprdepuIecKux HepBoB (5—6 %),
¢dubpocapkoma (3 %). AHTMOCAPKOMBI, BHECKEIETHASI cap-
koma FOuHTa, ocTeocapkoMa, SIUTETMONIHAST, ATbBEOJISIP-
Hasl, CBETJIO-KJICTOYHAsT CApKOMBI, XOHAPOCAPKOMA U APYTHe
BUIbI capkoM cocTtaBistior 1—2 % [1]. Haubonee pacrpo-
CTpaHEHHBIMU TTEPBUIHBIMU JIoKau3anusiMu CMT saBiist-
10Tcst KoHedHocTH (60 % ciy4daeB), TynoBuiie (19 % ciyda-
€B), 3a0pIOIMHHOE IIPOCTPaHCTBO (15 % ciydyaeB), roioBa
u west (9 % ciaydaeB) [4]. DT HOBOOOpa30BaHMS Yallle BCe-
ro METacTa3upyloT B JIETKHE, OITYXOJIM, BO3HHUKAIOIIME
B OpPIOIIHOM MOJIOCTU, — B II€Y€Hb 1 OPIOLLIMHY.

Heiipogudpomaros. Heiipopropomartos (HP) — rpym-
1a HacJIeICTBEHHbIX 3a00/IeBaHUIA, Yallle T0OpOKaueCTBeH-
HBIX, XapaKTepU3YIOIINXCS Pa3BUTUEM MHOXKECTBEHHBIX
ONyXO0JIeBbIX 00pa3oBaHUil, B TOM YHUCJIE LIEHTPaJIbHOMI
U Tiepudeprudeckoit HepBHOM cucTeMbl [5]. JlaHHyIO ma-
TOJIOTUIO IIPUHSITO OTHOCUTH K (DaKoMaTo3aM, WM Heil-
POKOXHBIM CHUHAPOMAaM, ITOCKOJIBKY OOJIBITMHCTBO KJIH-
HUYECKMX IIPOSIBICHUN KacarmTCS HEIIOCPEICTBEHHO
TKaHeH, Mpoucxomsnmx u3 akronepMol. Bce HD saBistior-
Cs1 ayTOCOMHO-IOMMHAHTHBIMM 3a00JIEBAHUSIMU C TTOJTHOM
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IMeHETPAHTHOCTHIO. [JTaBHBIM 3THOJIOTMYECKIM (haKTOPOM
Pa3BUTHS STOM IATOJIOTUM CIyKAT MYTAllMX B aCCOLIUU-
POBaHHBIX TeHax-oHKocympeccopax. [Iporcxomut Kak
HacJIEIOBAHUE Ka3yaJIlbHOM MYyTAallMU OT POAMUTEINIEH, TaK
1 pa3BUTHE CIIOPaAMYECKO MyTaLuu [6, 7]. OTMEYeHO, 4TO
JUTSI TIAITMEHTOB C TAKMM MO3aYHbIM (DEHOTUIIOM XapaKTep-
HO MSITKOE TeUeHUe HacJeNCTBeHHOI maronoru. MHorma
00IMraTHbIC KJIMHUYECKIUE PU3HAKY MOTYT He Ha0J/II01aTh-
Cs1, UTO CO3MaeT 3HAUMTEIbHBIE TPYIHOCTH B CBOEBPEMEHHOM
JMMarHOCTHKE U BepU(UKALINH 3200 IeBaHNS.

B Teuenue nonroro Bpemenu guarHoctuka H® ocHo-
BBIBAJIACH MCKJTIOUMTEILHO Ha aHaIM3e (DeHOTHIIA MMalll-
€HTa, HO IIPOTpecCHUpylollee pa3BUTHE 3a00JIeBaHUS
1 YaCTUYHO MEPEKPHIBAIOIINICS CHEKTP KIMHUYSCKUX
MPU3HAKOB 3HAYUTEILHO YCIOXHSIOT U depeHIna b-
HYIO JUAaTHOCTUKY 3TOM MaTOJIOTM1, OCOOCHHO Ha HaYaJlb-
HoOI cramuu 3abojeBaHus. CeromHs nuarHoctuka HP
OCHOBBIBAETCS Ha KIIMHAYECKUX IIPOSIBJICHUSIX U PE3YJIb-
TaTax MOJICKYJISIPHO-TEHETUIECKOTO aHaIM3a.

B nacrostee Bpems Boiaensior 3 Turma HO: HD 1-ro,
2-TO TUTIOB U IIBaHHOMAaTO3. OCHOBHBIMU TUaTHOCTHIEC-
kumu Kputepussmu H® 1-ro tuma SIBISIOTCS KPUTSPUHN
Legius (2021), 2-ro Tuma — Manchester diagnostic criteria
(2016) u Evans recommendations for molecular genetic
testing (2019), mBaHHOMaTO3a — KpuTepuu International
Schwannomatosis Workshop (2013) [5].

HeiitpocdubpomaTos 1-ro Tuma gBisieTcss Hanboee
pacnpoctpaHeHHo popmoit HD, yacrora ero BctpeyaeMocT
cocrapysteT 1:3500. 3aboneBaHMe Yallie TMarHOCTUPYIOT B IET-
CKOM Bo3pacTe. 3a pa3BUTHE JaHHOTO KIIMHUYECKOTO (DeHOo-
THUIIA OTBEYAIOT TepPMUHATUBHBIC TeTEPO3UTOTHBIC BHYTPUTCH-
HBIC MyTalluu, IIPUBOISIIME K IToTepe (hyHKIMY B TeHe NF1,
pacnojioXXeHHOM Ha JUIMHHOM Iuieye 17-i XpOMOCOMBI,
a TaKKe KpyImHbIe aesteinu (Mukponeneru NFT), oxBaTeia-
fomme reH NFI u ero ¢pnankupymoomye odaactu. Mukpo-
JIEJICLINMH XapaKTepU3YIOTCS 0oJiee TSKETbIM KIIMHUIeCKIM
¢deHOTUTIOM, YeM BHYTpUTeHHBbIe MyTaunu NF1.

Knnnanyeckasg kaptruHa H® 1-ro Tuna xapakrepusy-
€TCs TOSIBJICHNEM CIIeHIMMUICCKUX IIITeH Ha KOXKE IIBeTa
Kode ¢ MOJIOKOM, HAIMYMEM BECHYIIIEK B IIOAMBIIIICYHBIX
BHAIMHAX M ITAXOBBIX CKiIagkax (cumirroM Kpoygea), MHO-
2KeCTBa OITyXOJIEBBIX Y3€JIKOB (MHOXXECTBEHHBIE Hepodu-
Opombl, y3eaKku JIuia), miekcrudopMHBIX Helipodhropom
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(30 % ciyyaeB), aHOMaJMil pa3BUTUsI KOCTHOM TKAaHU
(BasbrycHasi cromna, (popMupoBaHUE JIOKHBIX CYCTaBOB,
WCKPUBJICHUE JUIMHHBIX TPYOJIaThIX KOCTEH, CKOIMO3, TUC-
IUIa3KsI CKYJIOBOIM KOCTH, MaKpolieaans), BaCKyI0IaTHi
(OoJIe3HD MOISI-MOIAsT), a TaKXKe 3a00JIeBaHMI, 00YCIOB-
JICHHBIX HapyIlICHUEM Pa3BUTHSI HEPBHOM CHCTEMBI (pac-
CTPOICTBA ayTHCTUIECKOTO XapaKTepa), U KApIUOIOTMIeCKIIX
MaTOJIOTHI (KapauoMUoNaTus, mwencust). Kimmamaeckue
TIPU3HAKM TTPH TaHHOM 3200JIeBaHUN CHJIBHO PO3HSITCS: KOM-
OouHaLMS (PeHOTUIIMIECKIX ITPOSIBJICHUI U CTEIIEHb MX BbI-
PaXXeHHOCTH MOT'YT MMETh 3HAYMMBbIC Pa3IudusI B OOIIeH
TTOITYJISILIMK OOJTBHBIX ¥ MEXIY WIeHAMHU OMHOM ceMbH. Oc-
HOBHo¥ T!IT ortyxosv mpy H® 1-ro Thna — Helipopubpoma,
KOTOpas IIPEICTaBIIsIeT CO00I KOHIIIOMEpAT U3 IIIBAHHOB-
CKMX KJIETOK, (PrOpOOIIaCTOB, TYYHBIX U TTIEPUHEBPATIHHBIX
KJIETOK. BTO 3aMETHO OTpaHMICHHOE HEMHKATICYIMPOBaH-
HOEe HOBOOOpa30oBaHME, JIOKAIM3YIOMIEECs MPEeUMYIIe-
CTBEHHO B JIepMe WJIU ITOIKOXKHO-KUPOBOI KireTyaTke. Erre
OIHUM XapaKTepHBIM MPU3HAKOM HEHPO(PUOPOMBI SIBJISI-
eTCs TO, 9YTO OHA MMeeT HU3KUM MOTeHIINAT K MaJIUTHU-
3auuu. B 30 % ciyyaeB y malieHTOB Pa3BUBAIOTCS ILIEK-
cropMHBIE HePOo(PHUOPOMEBI, KOTOPhIE TTPUHITO OTHOCUTD
K criendpuaeckomMy TUITy HelipohubpoM; oHI 00J1agaioT
CITIOCOOHOCTBIO MaTUTHU3UPOBATLCI. OCOOEHHOCTSIMU
TUIEKCU(POPMHBIX HeTpoUOPOM SIBISTIOTCS OBICTPHIN MH-
(UIBTPaTUBHBIA POCT U MPOrPECCUPYIOLINIA HEBPOJIOTU-
YeCKUii JepUIINT.

HeiipodndbpomaTos 2-ro TUIIa BO3HUKAET B Pe3yJIbTa-
Te MaTOreHHOI MyTaunu B reHe NF2, pacrionaramoiieMcs
Ha JIJIMHHOM I1iede 22-i XxpoMocoMbl. YacToTa BcTpevae-
moctit H® 2-1o Tmmna Heckonbko Hke, yeM H® 1-ro Tuma.
B ocHOBHOM maHHasI IMaTONIOTHST AUATHOCTUPYETCS B IO/~
POCTKOBOM U B3pocjioM Bo3pacte (ot 18 mo 24 net). K-
Huveckas kaptuHa H® 2-ro tumna xapakrepusyercs Io-
SIBJICHUEM OMIaTepaJibHBIX BECTUOYISIPHBIX IIIBAHHOM
(90 % ciydaeB), Ipu KOTOPBIX OTMEYAETCS IIPOIPECCUPY-
[oIllee HapyIIeHHEe cyXa, a TakKXe HEeBEeCTHUOYJISIPHBIX
IIBAHHOM, 3ITEHIMMOM, MEHMTHTYIOM ¥ ITMTMEHTHBIX IISITCH
uBeTta Kode ¢ MoIoKoM (42—47 % cimydaes).

[IIBanHOMATO3 pa3BUBAETCS B pe3y/IbraTe MaTOTeHHOM
MyTauuu B 1ByX reHax — SMARCBI v LZRT1, nokanu3oBaH-
HBIX Ha IUIMHHOM IUIede 22-i1 xpomocoMbl. YacTora ero
BcTpeyaeMocTH coctasisteT 1 caydait Ha 40 000—70 000 ye-
soBek. I1IBaHHOMATO3 BBISIBIISIETCST BO B3pOCIIOM BO3pPacTe.
Ero ximHMYecKass KapTUHA XapaKTepU3yeTcs] HATMYNEM
B OCHOBHOM IIIBAHHOM Itepudepudeckux (89 % ciydaes)
U civHaibHbIX (74 % ciiyyaeB) HEPBOB, pexXe — MEHMH-
oM (5 % ciryvaeB), murioM (11 % ciydaeB) M aHTHOJIUTIOM
(3 % cnyyaeB), a TaKKe SIPKO BBIPAXKEHHOTO HEBPOIATH -
yeckoro 6ojeBoro cunapoma (70 % ciydaeB), oOycIOB-
JICHHOTO TIOTepeil HEMHEIMHU3NPOBAaHHBIX C-BOJIOKOH,
WTPAOIINX TJABHYIO POJIib B (OPMUPOBAaHUU 00JIEBOI
YYBCTBUTEILHOCTH.

Panngasa quarnoctuka H® naet Bo3MOXHOCTH BOBpE-
MsI Ha4aTh TEPAIUIO U MPEAOTBPATUTh PA3BUTHE TSIKEIIOTO

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

HeBpoJiorndeckoro aepunura. JledeHne riekcruOpMHBIX
Helipoduopom mpyu H® 1-ro TMa B OCHOBHOM XUPYPIu-
yeckoe [8]. HemaBHo 3aperucrposan (1 B Poccum) Taprer-
HBII IIpernapaT CeIyMeTUHUO (KOCEeIyro) — mepopaabHbIi
CeNleKTUBHBIN nHrnourtop ¢pepmenta MEK, oqHoro m3 KoM-
ITOHEHTOB CUTHAJILHOTO ITyTH MUTOI€H-aKTUBUPYEMOM TIPO-
temHkrHa3eI (MAPK), 6110K1poBaHe KOTOPOTO TOPMO3UT
POCT 1 Tiposidepalivio KJIETOK. DTO JIEKapCTBEHHOE Cpe/l-
CTBO TTOKa3aJ10 BBICOKYIO 3(P(HEKTUBHOCTD B KITMHUYECKOM
nccnegoBanuy SPRINT, roe oHo mpuMeHsIOCh Y AeTei
2—18 et ¢ H® 1-ro Tna u HeorepadeTbHBIMU TIJIEKCH -
dopmubIMU Hetipohudpamu [9]. CeryMeTUHUO ITO3BOJIIT
YMEHBIIIUTL 00BEMBI OITyXOJIei Y HEKOTOPBIX ITAIleHTOB,
CHU3MJI BBIPAXKEHHOCTH OOJICBOTO CUHAPOMA M YIIYUIIIT
Ka4eCTBO XM3HU OOJIbHBIX.

Ilo maHHBIM psiza aBTOPOB, MPEANOJIaraeMblii PUCK
pa3BUTHS capKoMhl y rmauneHToB ¢ H® 1-ro tuma B Bo3-
pacte 30 seT cocraBisier 25,1 %, K 50 rogam OH yBeJIUYM -
Baetcs 10 38,8 % [10]. I1o pe3ynsraTam MCCIEIOBAHUIA,
accouuupoBaHHble ¢ H® 3710KauyecTBEHHBIE OITyXOJHU
u3 obonouek rnepudepndeckux HepsoB (3OOITH) co-
crapsiior 37—64 % Bcex 300ITH [11, 12]. I1o paHHBIM
HammonansHoro nHetutyTa 3mopoBbst (National Institutes
of Health) CILIA, y 666 (41,4 %) 13 1607 nauuenToB ¢ HD
1-ro Tuna moMuMo HelipouOpPOM pa3BUIIUCh APYTHe HO-
BooGpaszoBanust: y 243 (15,1 %) — 300I1H, y 5 (0,3 %) —
HeauddepeHLpoBaHHas capkoMa, v 4 (0,2 %) — octeo-
capkoma, y 2 (0,1 %) — neitomnocapkoma, y 2 (0,1 %) —
ymriocapkoMma, y 1 — anruocapkoma [13]. Kpome Toro,
y 295 (18,4 %) GOJIbHBIX BO3HUKIIU TIMOMEIL, Y 47 (2,9 %) —
paK MOJIOYHOM Xene3bl, y 15 (0,9 %) — menaHoMma.

Jleyenne capkom Markux TKanei. Jleaenne CMT, ac-
colMupoBaHHbIX ¢ H®, ocyluecTBisieTcs o peKkoMeH1a-
nuaM HanmoHanbHOM BceoOI1Ieil OHKOIOTMYECKOM CeTH
(National Comprehensive Cancer Network, NCCN) CIIIA,
AMepHKaHCKOro o01iecTBa KIMHUYECKON OHKOJIOTUU
(American Society of Clinical Oncology, ASCO), EBporneii-
CKOro obmectBa MeaguiinHCcKou oHKojornu (European
Society for Medical Oncology, ESMO) u Poccuiickoro
obiecTBa KamHudeckoi onkoyoruu (RUSSCO). B nua-
THOCTHKE U JICYCHUH IIPUMEHSTIOT MYJIBTUINCIATLTMHAPHBII
noaxon [ 14]. B kauecTBe METOMOB BU3yaJIM3aLlMU IIPEIIIO-
YTEHHE OTHASTCS MarHUTHO-PE30HAHCHOUW TOMOrpaduu
(MPT) KaxK «30JI0TOMY CTaHAAPTY» OIIPEICICHUS MECTHOM
pacrpocTpaHeHHOCTH oryxonu. Tunsl CMT moryT pas-
JIMYATHCS KIIMHUISCKUM TIOBEICHNEM M OTBETOM Ha Jieue-
Hue. OnpenesieHre CTEIICHH 3/I0Ka4eCTBEHHOCTH SIBJISIETCS
OITHUM M3 CAaMbIX BAXKHBIX ITPEAUKTOPOB MPOTHO3UPOBAHUS
METacTaTUYECKOro pHCKa M OOIIel BBIKMBAEMOCTH.
ITo pexomenmaumssm NCCN u ESMO 6uorncust nojkHa
OBITH BHITIOJIHEHA 10 Havyajla KOMOMHUPOBAHHOTIO JICYCHUS.
B Hacrosiiee BpeMst IIMPOKO MCIOJIB3YIOTCS 2 TUIIA OMOTI-
CHI1: TOJICTOMTOJIBHAS 1 OTKphITad [15, 16].

CraHgapTHBIM JIeYCHHEM JTOKAIM30BAaHHBIX CapKOM
(T1-2) gBasgeTCcs MECTHOE MCCEYSHHE OITYXOJIH C ITOCIe-
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oIepallMoHHOM ydeBoii Tepanueit (JIT) mpu momoxu-
TeJbHOM Kpae pesekunu. OmHako ¢ 2010 r. mpeamoyreHue
cranu otaaBath npegornepanonHoi JIT [14]. CyiecTBy-
eT MHOxecTBO BapuaHTOB JIT u TexHomoruiA, MO3BOSIIO-
IIAX TOYHO ¥ KOHTPOJIUPYEMO IPOBOINTH JieueHue. [1pemn-
onepauuoHHas JIT siBisieTcst MeToaoM BbIOOpa, 0COOEHHO
IIpY JIOKAJIM3ALIMK OIYXOJH B CJIOXHBIX aHATOMUYIECKIX
30HaX (CycTaBax, HEPBHBIX CIUIeTeHUSIX ). CyMMapHas o4a-
roBas no3a (COJl) mocieonepaunonHoii JIT cocraBusier
50—50,4 ITp Ha KTMHUYECKUIT 0OBEM OITYXOJIH C MOCIIEAYIO-
MM OycTHpoBaHMeM IoJieil u obnyyeHuem go COJl 16 Ip
(o6rass COJI 66 Ip) B 3aBUCUMOCTH OT COCTOSIHUSI KpaeB
pesexuuu [17]. IIpu npenonepanronHow JIT 10361 1 00b-
€MBI 00JTydeHMSI MEHBIIIE, YeM IIPH ITOCICOTIepallMOHHOMN
JIT, mMOCKOJNIBKY HET MPEeAIIeCTBYIOIMNX XUPYPIUICCKIX
manunynsunii 1 COJI coctasuseTt 50 Ip [18].

AIBPIOBaHTHAsI XUMHUOTEPAITUS He SIBISIETCS CTaHaap-
TOM JiIedeHUsI MecTHO-pacrpocTpaHeHHbIX CMT B EBpore,
omHako mupoko ucroiabdyercs B CILA [19]. Heoambro-
BAHTHYIO XUMUOTEPAIIIO MOXXHO pacCMaTpUBaTh B OIIpe-
MIeJICHHBIX CUTYaIlUsIX, HAIIpUMEP, B Ka4eCTBE MHIYKIIM-
OHHOH TepaIiu ISl YIyYIIeHUs Pe3yIbTaTOB OIepallii
IPU CapKOMAaX KOHEYHOCTE! U IPYIHOI KJIETKU BBICOKOTO
pucka [20]. HeoagpioBaHTHasI XUMUOTepanus (HOKCOPY-
ounmH + ndocdammua) B pa3HbIX JO30MHTEPBAILHBIX pPe-
KUMax IPUMEHSIeTCS] KaK XUMHOTepaItus 1-ii IMHUM IIpu
MMePBUYIHBIX, PELIUANBHBIX 1 METACTATUIECKIX CAPKOMAX.
IMomuMmo 1-ii TMHUM TOCTYITHO HECKOJIBLKO CXeM 2-1i TMHUU
TepaItiu IJIs1 JaJIbHEHIIIero JIeUeHUsI pacIIpOCTPaHEHHBIX
n Metactatnaeckux CMT. Beibop jieueHnst OCyIeCcTBIsIETCS
Ha OCHOBE MHINBHIYAIbHBIX OCOOEHHOCTEH MalleHTa, BKITIO-
Yast BO3PACT, TMCTOJIOTUYECKMIA TIOATHUIT X Pa3Mep OITyXOJIH,
CKOPOCTB ITPOrpecCPOBaHMS 3a00JI1€BaHIsI, OCHOBHYIO 1Ie]Tb
JIeYCHMSI, TOKCUIHOCTD, HaOM0IaeMyl0 BO BpeMsI TepaItii
1-1 TMHMM, TTOTEeHIMATBHYIO TOKCUYHOCTD Teparuu 2-i Jiv-
Huu U T. A. [IpenaparamMu 1-ro BeIOOpa 2-ii TUHUM B OOJIb-
IIMHCTBE CJIyJaeB SIBJISTIOTCS TeMIIMTaOMH M ITOIIETaKCel,
a aJIbTepHATUBHBIMY BaplaHTAMK — 3pUOYIMH U TpabeKTe-
nuH. B HacTosIee BpeMs ISl TapreTHOM Teparuy Mpy-
MEHSIOT Ia30naHuo, peropadeHnd, copadpeHn6 1 UMaTH-
HuO [21].

XUpypruyeckoe BMEIIaTeIbCTBO SIBISICTCSI OCHOBHBIM
METOIOM JICUCHUSI TIOKAIM30BAaHHBIX KIIMHUIECKH PE3CK-
TabenbHbIX CMT 1 peKoMeHayeTCsI PU pacIpoOCTpaHEH-
HBIX M1 MeTtacTatTndeckux CMT, korga Bo3MoXKHa MoJTHas
pesekuus [22].

B MeauimHCKOM paaruoori4yeckoM HaydHOM LIEHTpe
M. A.®. 1Ip10a — ¢pumane HalmoHaibHOro MeIMIIMHCKO-
TO HICCIICIOBATEIBCKOTO LIEHTPA PAIUOJIOTMH 3a TTOCIICTHIES
15 neT nonyunnu nedeHue 6osee 190 maumeHTOB C MECTHO-
pacIipocTpaHeHHBIMH, BBICOKO3JIOKadyecTBeHHbIMU CMT.
Xupyprudeckoe JiedeHue mpoBeaeHo 31 001bHOMY, KOMOM-
HMpOBaHHOE — 162 (peaornepauoHHast TEPMOXUMUOTyYe-
Basi Tepanus ¢ onepanyeii — 117, mpeaonepalioHHas XUMU-
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onydeBast Tepanus ¢ onepaumeit — 45). ITpu atom 300ITH
BbIsiBIIeHbI Y 17 (8,8 %) GoNbHBIX (Y 2 U3 HUX — OIYXOJIH,
accouumnpoBatHbie ¢ H® 1-ro tuna), y 22 (11,5 %) — aurno-
capkoMsbl (y 1 U3 HMX — OITyx0Jib, accounrpoBaHHas ¢ HD
1-ro Tuma); y 37 (19 %) — HeauddepeHLpoBaHHAS TUICO-
MopdHast capkoma (y 2 U3 HUX — OITyXOJId, aCCOLIMUPOBaH-
Hele ¢ H® 1-ro tuna). TakuM obpa3om, B LIEHTpE IIPO-
JIEYEeHbI 5 MaLIMEHTOB C CApKOMaMU, aCCOLIMMPOBAHHBIMU
¢ HO (3 xxenmuHb 1 2 Myk4nH) (Tadu. 1). ¥ 1 6ompHOTO
IMarHoCTUpoBaHbI 2 Mopdonornueckue ¢opmol CMT —
300ITH u MukcoumHas aumnocapkoma, y 2 — 300I1H,
y 2 — HenudpepeHIIMpoBaHHAsI BEpeTEHOKJICTOUHASI cap-
KoMa. Tpu marmeHTa HaXoIsTcs o HaOIoneHueM (CpoK
oT 6 10 9 JIeT), IPU3HAKOB IIPOrpecCUpOBaHMs 3a00JIeBa-
HUS Y HUX He BbIsiBJeHO. OaHa GojibHast yepes 5 JIeT Bbl-
ObLIa U3-TI01 HAOMIONEeHNS, 2 MallueHTa yMepJin (TaoJr. 2)
OT IIPOTPECCUPOBAHMSI METACTATUYECKOIO IIpoLiecca.

Tabnuua 1. Xapakmepucmuka nayueHmos ¢ CapKoMamu MazKux mKa-
Hel, accoyuuposarHbix ¢ Helipogubpomamo3som (n=5*)

Table 1. Characteristics of the patients with soft tissue sarcomas
associated with neurofibromatosis (n=5*)

Iloka3arenn 3Havenue
TTomn, n (%):
Sex, n (%):
MYXCKOM 2 (40)
male
KEHCKUI 3(6)
female
Bospacr (Mmenuana), et 4
Age (median), years
Jlokanuzauwus, n (%):
Location, n (%):
HUXHUE KOHEYHOCTH 3(50)

lower limbs

TYJIOBUIIIE/3a0PIOIITMHHOE TPOCTPAHCTBO

2/1 (33/17)
torso/retroperitoneal space

Cranus, n (%):

Stage, n (%):
B 3+ 1* (67)
1AY 2 (33)

Crenens quddepeHIMpoBKY ommyxou, 7 (%):
Differentiation grade, n (%):
G, 4 (67)

G 2(33)

3

*/lee onyxoau y 1 nauuenma.
*Two tumors in patient 1.
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Tabnuua 2. Pe3yibmams! e4eHUs NAUUEHMOB C CAPKOMAaMU MASKUX MKaHel, ACCOLUUPOBAHHbIX C Helipoghubpomamo3om, 8 3asucumMocmu om
XAPaKMepucmuKu 60/bHbIX
Table 2. Results of treatment of patients with soft tissue sarcomas associated with neurofibromatosis depending on patient characteristics

Bpems
Mopdoaornueckas HaOJmoze-
ITanueHt dhopma onyxoau IToa Cragus Jleyenue Ho:;;::;:m nus, mec  Cocrosmme
T4M1,
Henuddepenuupo- G., XumuosnydeBast | [ ——
BaHHas BEPETEHOKIIE- M v CT;.,E{ st Tepanug + v e SKuB
! T01Had cApKOMa M T4M1 orepaimst Lumbo-gluteal 1 Alive
Undifferentiated G ’ Chemoradiotherapy + area
spindle-cell sarcoma st'lgglV surgery o
B T3MI, Tepmoxumuonyye-
GO PETITES G, Bas Tepanus + Hwxwnss tpets
PaHHasi BEPETCHOKIC X IVcrams OIeparust Genpa Vmepia
2 TOYHAsI CapKoMa E T3MI1 Thé)rnﬁlo— Lower third 7 Died
Undifferentiated G ? h di fthe hi
spindle-cell sarcoma ¥ chemoradio= ot the up
stage IV therapy + surgery
T3MO, Kusa,
G, BepxHsist TpeTh METacTa3oB
3 300ITH X IB cragust Onepauus Gempa 108 HCT
MPNST F T3MO, Surgery Upper third Alive,
G,, of the hip no
stage 1B metastases
1. MukcoumHast T2MO, L H%HCHH(IHM Bri6buta
JIMIIOCapKOMa. G, ODIACTb. 13-TI0J,
4 2.3000H X IBcrams Onepanust 2 SOOI 60 HaGMOe-
1. Myxoid I T2MO Surgery IOVCAy R (I HMSI
liposarcoma. GI, ' 21.RL?mbar'[area.l Lost to
2. MPNST stage 1B 2 {5 r:;pig D! follow-up
T4MO, Kus,
G, METacTa30B
5 300ITH M IB cranust Onepauust benpo 6 HET
MPNST M T4, MO, Surgery Hip Alive,
G ) no
stageI 1B metastases

Ilpumeuanue. 3001TH — 310Kxauecmeentble onyxoau u3 060104ex nepugeputeckux Hepsos; XK — ycenckuii; M — myxncckoil.
Note. MPNST — malignant peripheral nerve sheath tumor; F — female; M — male.

Hitxe npencraBiieHbl KIMHUYECKME CITydau JICYEHNST
CMT, accoumnupoBaHHbIx ¢ HD.

Knunuyeckuin cnyvai 1

Hayuenm A., 32 aem, ¢ nacaeocmeennvim HD 1-co0 mu-
na (puc. 1). Ocnosrnoe 3abonesanue: C49.2, neouggepenyu-
DOBAHHAS CAPKOMA MALKUX MKAHel e80T 1200UHHO-KpeCh-
yoeoi obnacmu pTANOMO, G, 111B cmaoduu.

Jlaumenvroe epemst 6 MAeKUX MKAHAX Ae60U 5200U4HO-
Kpecmuy080ii obaacmu 66110 H08000pazoéarie 0o 8 cMm, KOMo-
poe k mapmy 2021 e. ygeauuunocs do 14 x 20 cm (no danubim
MPT). Xupypeuueckoe neuenue npogedero 10.03.2021.

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoan KoXu

[layuenm noayuun koucyssmayuro 8 Meduyunckom paouo-
noeuteckom HayuHom yewmpe um. A.D. Ilvioa — guauane Ha-
YUOHANbHO20 MEOULUHCK020 UCCAed08amenbcKoe0 UeHmpa
paduonoeuu; eepupuuUposan Mopgonoeuteckuil OuazHo3: He-
Oucghepenyuposannas eepemeroksemounas capkoma, G,

1lo dannvim komnoromeprnoit momoepaguu (KT) opearnos
epyoHoil kaemku 6 urone 2021 . 6vi61eHO npocpeccuposarue
3a60ne6aHus: eOUHUUHbIE MEMACmAa3sl 8 NPABOM U N€60M
saeekux. C ageycma 2021 e. no mait 2022 2. npogedeno Kom-
OUHUPOBAHHOE AedeHUe: npagoe Ae2Koe — 2 Kypca NoAUXUMU-
omepanuu (IIXT) no cxeme HD-AI, éudeomopaxockonuye-
ckas pesexyus (21.10.2021), 4 kypca IIXT no cxeme HD-AI;
Tom 16
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Puc. 1. BrewHuii sud nayueHma A.
Fig. 1. Appearance of male patient A.

negoe neekoe — 4 kypca IIXT no cxeme HD-AI, sudeomopa-
kockonuyeckas peszexuus (10.03.2022), 2 kypca IIXT
no cxeme HD-AL

IIpu naarosom oocnedosanuu (MPT ¢ konmpacmuposaruem)
om 12.02.2023 6 msaeKux mKausx 1e6oti NOSICHUMHO-KPeCcmy080U
obaacmu 8vi61eH0 00PA308aHUe HA YPOBHE N0360HK08 ThX—LV
pazmepamu 8 % 6,2 x 23 cm (puc. 2). C mapma no uronb 2023 e.
npoeedero komouruposarntoe aeverue: IIXT 2-it aunuu (3 Kyp-
ca no cxeme GemTax), JIT (uzoagpgpexmuenas COI 50 Ip),
A0KanvHas eunepmepmus (6 cearcos). Ilo danHbiM KOHMPONb-

Puc. 2. MazHumHo-pe3oHaHcHas momozpagus NosCHUYHO-Kpecmyo-
8ol obnacmu nayueHma A. om 12.02.2023 (0o neyeHus)

Fig. 2. Magnetic resonance imaging of the lumbosacral area of male
patient A. from 12.02.2023 (prior to treatment)

Hoti MPT om 20.07.2023 6 msekux mxaHsx cnutbi caeea (ypo-
6eHb no36ouko6 LII—LV) evisenerno obpazosanue pasmepamu
6,9 x 5,6 x 11 cm, m. e. onyxonv ymenvuunaco Ha 36 % (wac-
MUMHBLLL OMGem No KpUmepusm OUeHKU 0meema CoOAUOHbIX Ony-
xosneil (Response evaluation criteria in solid tumours, RECIST 1.1)
(puc. 3). Buinoanena onepayus 27.07.2023: yoanenue onyxoau
MSIKUX MKAHel 1e60il NOACHUYHOLL 001acmu ¢ pe3eKyuell Mbluly
cnuHbl (neyebuvlii namomopgos 111 cmenenu).

Tlayuenm naxodumcs nod Habaodenuem 1 200, npusraxos
npoepeccuposanus 3a6onesanus He ommeueHo (puc. 4, a, ).

Puc. 3. MazHumHo-pe3oHaHcHas momoepaghusa NoACHUYHO-Kpecmyo-
8ol obnacmu nayueHdma A. om 20.07.2023 (nocne neyeHus)

Fig. 3. Magnetic resonance imaging of the lumbosacral area of male
patient A. from 20.07.2023 (after treatment)

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

Puc. 4. BrewHuli 8ud nayueHma A.: a — yepe3s 6 mec nocsie onepayuu;
6 - yepe3 1 200 nocnie onepayuu

Fig. 4. Appearance of male patient A.: a — 6 months after surgery;
6 - 1 years after surgery

2024 | Tom16 Volume 16 | Ne3 Issue3

49



50

CAPKOMBI MATKMX TKAHEM |

Knunuyeckuin cnyvai 2

Iauyuenmxa A., 51 2o0a, c Hacaedcmeennvim H® 1-20 mu-
na (puc. 5). Ocroeroe 3ab6oneéanue: C49.2, nedughghepenyupo-
eannas CMT nuxcreii mpemu negoeo 6edpa, pT3NOMO, G,
11IB cmadus.

Ha nepeone-meduanvHoil nosepxrHocmu HudCHel mpemu
16020 bedpa 6 MieKux MKaHsax onumenvHoe pems 6vi10 00-
pasoeamue, pazmepsvt KOMopoo Kk okmsopro 2023 e. yeeauu-
aucs do 7 % 15 cm (puc. 6), u hossuacs evipasiceHHbiil 601e60i
cundpom. Tlayuenmxa noayuuna Koncysosmayuro 6 Meouyun-
ckom paduonoeuyeckom HayyHom yeumpe um. A.D. Llvioa —
@uauane HayuonanvHoeo meduyunckoeo ucciedosamensckoeo
yenmpa paouonoeuu; Mopgoaoeuteckuli OuazHo3 eepupuyi-
po6an: HeduggepeHyuposanHas eepemeHOKAeMOYHAs Cap-
Koma, G,

Puc. 5. BrewHuli sud nayueHmxu A.
Fig. 5. Appearance of male patient A.

1lo dannoim MPT om 03.01.2024 6 HuxcHeil mpemu 1e80eo
bedpa no nepedre-meOUaNbHOU NOBEPXHOCHU 8 MeOUANbHOIL 20~
/108Ke uemblpex21aeoil Mblullybl 6edpa 8vis61eHo 00pazoeanue
pazmepamu 6 x 7 % 15 cm (puc. 7). C ansaps no anpenv 2024 2.
npoGedeHo KOMOUHUPOBAHHOe AeueHue: 3 Kypca Heoao0so8aHmHOL
IIXT no cxeme HD-AI, kypc JIT (COI 50 Ip), rokanvhas eunep-
mepmusi (6 cearcos). Ilo dannvim Konmponsroii MPT negoeo
obedpa c konmpacmuposanuem om 16.04.2024 pazmepoi 06pazo-
BaHUSI MACKUX MKAHell HudCcHeidl mpemu 6edpa cocmasuau
4 x 6 x 5cm, m. e. onyxoav ymenvuiuaacs Ha 46 % (wacmuumbiil
omeem no RECIST 1.1) (puc. 8). Boinoanero ydanenue onyxonu
MsCKUX MKAaHell epxHell mpemu npasozo 6edpa c pe3exyueil
MeduanvHoil 20108KuU Yembipexenasoil muiuyst (01.05.2024);
seuebnbiti namomopgos 111 cmenenu. Ilocae smoeo npogederoi
3 kypca adsrosanmnoii IIXT no cxeme HD-AL

Puc. 6. Bud HuxHux KoHeyHocmell nayueHmku A. 0o onepayuu
Fig. 6. Appearance of the lower limbs of female patient A. prior to surgery

Puc. 7. MazHumHo-pe3oHaHcHas momozpagus HuxHel mpemu nesozo 6edpa nayueHmu A. om 03.01.2024 (0o neyeHus)
Fig. 7. Magnetic resonance imaging of the lower third of the left hip of female patient A. from 03.01.2024 (prior to treatment)

Puc. 8. MazHumHo-pe30HaHcHas momozpagus 1eso2o 6edpa ¢ KOHmMpacmuposaHuem nayueHmyu A. om 16.04.2024 (nocne neyeHus)
Fig. 8. Contrast-enhanced magnetic resonance imaging of the lower third of the left hip of female patient A. from 16.04.2024 (after treatment)
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Puc. 9. Bud HwxHux KoHeYHoCcmell nayueHmku A. nocie onepayuu
Fig. 9. Appearance of the lower limbs of female patient A. after surgery

[layuenmka Haxodunace nod Habaodenuem 7 mec (puc. 9);
ymepaa om npocpeccupo8anuss Memacmasoe 8 AeeKux uepes
3 mec nocae onepayuu.

KnuHuueckun cnyyai 3
Ilayuenmra 2K., 38 nem, ¢ nacredcmeennvim H® 1-20 mu-
na. OcHogroe 3aboneganue: C49.2, 310xauecmeennas onyxons

u3 000104eK nepughepu1eckux Hepeoe MAKUX MKaHel 6epxHell
mpemu npagoeo 6edpa, pTINOMO, G, IB cmadus. Xupyp-
euueckoe neverue nposedero 24.02.2015. JlaumenvHoe epems
6 MACKUX MKAHSIX 6epPXHell mpemu npagoco 6eopa no 3aoHe-
6HYMpeHHel NosepXHOCmU 0bl10 00pazoéanue, Komopoe
¢ dexabps 2014 e. cmano bbicmpo pacmu u 0ocmueno pas-
mepoe 14 x 15 cm (puc. 10).

Tlayuenmka noay4yusa koncyavmayuro 6 Meouyunckom
paduonocuueckom HayuHom yenmpe um. A.D. Llviba — puau-
ane Hayuonanvrnoeo MeOUYUHCKO020 UCCAEA08AMENLCKO2O
yenmpa paduonoeuu; Mopgoaocudeckuil duaeHos eepupuui-
posan: 30011H, G,. Ilo darneim MPT om 10.01.2015 ¢ msie-
KUX MKAHAX 6epXHell mpemu npasoeo 6edpa 6 Mvluyax-ao-
dykmopax evlsaeneHo odpazosearue pazmepamu 6 x 10 x 14.cm
(puc. 11). Buoinoaneno ydanenue onyxonu msaekux mrkawei
6epxXHell mpemu npasoeo bedpa c pezexyueil 6HympeHHel
epynnol mvluty, 6edpa (24.02.2015).

ITlayuenmka naxooumcs nod nabawdenuem 9 nem; npu-
3HAK08 NPoepeccuposanus He eviseaeHo (puc. 12).

Puc. 10. BrewHuli 8ud nayuenmku X. (a) u koHmypsi onyxonu 0o onepayuu (6)
Fig. 10. Appearance of female patient Zh. (a) and outline of the tumor prior to surgery (6)

Puc. 11. MazHumHo-pe3oHaHcHas momoepagus mazkux mrkaxel sepxHeli mpemu npagozo 6edpa nayueHmku X. om 10.01.2015 (do onepayuu)
Fig. 11. Magnetic resonance imaging of the upper third of the right hip of female patient Zh. from 10.01.2015 (prior to surgery)
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Puc. 12. BrewHull 8ud nayueHmku }. yepe3 9 nem nocne onepayuu
Fig. 12. Appearance of female patient Zh. 9 years after surgery

Knununuecknin cnyyan 4

Ilayuenm 1I1., 41 200a, ¢ nacaedcmeennvim H® 1-20 mu-
na. OcxosHoe 3abo0neéanue: C49.2, 300I1H maekux mxanei
npagoeo 6edpa, pTANOMO, G, 1B cmadus. B 2013 e. nosieu-
A0Cb 00pa308aHUe MAKUX MKAaHell npagoeo bedpa no 3aouell
N08EPXHOCIUL, pazmMepbl KOMOPO20 MeOAeHHO YEeAUYUBANUCD.
Ocenvro 2023 2. ommeuer Obicmpblil pocm onyxoau, Kk 0ekaopio
2023 e. ona docmuena pazmepos 21 x 34 cm (puc. 13).
Ilo dannvim MPT om 13.12.2023 gvisieaeHo obpa3osanue
MSACKUX MKAHel no 3a0Heill NOBepXHOCMU npagoeo bedpa pas-
mepamu 7 % 20 x 30 cm (puc 14).

Ilayueum noayuun xoncyavmauuro 6 Meduyuuckom
paduonoeuueckom HayuHom yenmpe um. A.D. Llviba — puau-
anre Hayuonanvroeo meduyunckoeo uccaedogamensckoeo
yenmpa paduonoeuu; Mopgonocudeckuil duaeHos eepupuui-
posan: 3001IH, G, Beinoaneno yoarenue onyxoau Mackux
mKaHeil npasoeo 6edpa c pezeKyueli 3a0Hell epynnbl Mbluly
(15.02.2024) (puc. 15).

Ilayuenm naxodumcs nod Habawldenuem 6 Mmec,
NPU3HAKO8 NPOPeccuposanuss 3a601e6anUs He bi16AEHO

(puc. 16).

Puc. 13. BxewHuli sud nayuerma [1. do onepayuu
Fig. 13. Appearance of male patient P. prior to surgery

Puc. 14. MazHumHo-pe3oHaHcHas momozpagus sepxHel NoN0BUHbI
npasozo 6edpa nayuenma fl. om 13.12.2023 (do onepayuu)

Fig. 14. Magnetic resonance imaging of the upper part of the right hip
of male patient P. from 13.12.2023 (prior to surgery)

Puc. 15. Imansi onepayuu
Fig. 15. Surgical stages
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Puc. 16. BrewHuli sud nayuerma [1. yepe3 6 mec nocne onepayuu
Fig. 16. Appearance of male patient P. 6 monhts after surgery
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3aknioyeHue
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AHrMoCapKOMbl MOJIOYHOM Kene3bl: MOJIEKVNAPHO-
reHeTmyeckui npochuib, AUArHOCTUKA U JieyeHue

JI.H. JIioouenko!, D.K. Capudekan?, A.P. Bocuena® 3, A.JI. 3ukupsxomkaes’, I.JI. Byukun*,
H.J. 3amannunos?, A.A. @enenko’

!Hayuno-uccredogamenbCKuii UHCMUmMym ypoao2uu U UHmepeeHyuoHHol paduonozuu um. H.A. Jlonamxuna — gunuan

DI'BY «Hayuonanvuolit MeduyuHcKull uccaedosamenvckuii yenmp paouonoeuu» Munzopaea Poccuu; Poccus, 105425 Mockea,
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(Ceuenoecruii Ynugepcumem); Poccus, 119991 Mockaa, ya. Tpybeukas, 8, cmp. 2

KoHTakTbl: AnaHa PycnaHosHa Bocuesa ms.bosieva@mail.ru

AHrnocapkoma — pefikas arpeccuMBHas Onyxosb, NPOMCXOAALAN U3 IHAOTENNANBHBIX KNETOK KPOBEHOCHbIX cocypoB. OHa
XapaKTEPU3YeTCA BbICOKO CTENEHbIO 3/10KAYeCTBEHHOCTM U He61AaronpUATHLIM NPOTHO30M W CMOCOGHA nopakarb BHY-
TpeHHuWe opraHbl. Hanbonee yactoit Nokanusawnein aHrnocapKkombl ABAAETCA KOXa. B cTaTbe NpeacTaBneHbl COBpEMEHHbIE
LaHHbIe 0 MONEKYNAPHO-TEHETUYECKOM Npoduie, [LUarHOCTUKE U IeYeHUM NEPBUYHbIX U BTOPUYHBIX aHIMOCAPKOM MOJIOY-
HOW ene3bl. [TOUCK UCTOYHUKOB MO TeMe ocylecTeasancs B cuctemax PubMed, Cochrane Library u eLibrary. MpoaHanuau-
poBaHbl ny6aukaumm ¢ 2012 no 2023 r., 29 U3 KOTOPbIX UCMONb30BAHbI ANs HANMUCaHWUA AaHHOro ob3opa.

CreneHb 3710KaYECTBEHHOCTU ONYXON CNYXUT NPEAUKTOPOM BbinBaeMocTW. CTaHAAPTHBIX peKOMeH[ALMii MO NeveHunio
aHrMoCapKOMbl He CylLeCTBYeT, ONTUMaNbHbIM NOAXOLOM OCTAETCA XMPYPruyeckan pe3ekLus C LOCTUXEHUEM OTpULaTeNb-
HbIX KpaeB pe3ekuuu. IhheKTMBHOCTb HEOAAbIOBAHTHOW, aAbIOBAHTHOM XUMMOTEpanun W Ny4eBOW Tepanuu ocTaeTcs
ANCKyTabeNbHOM.

Kniouesbie cnosa: nepBuYHasa aHrmocapkoma MOJIOYHOA Kenesbl, pagnoMHayunMpoBaHHaa aHr’MOCapKoMma, pak MOJIOYHOW
Kenesbl, MOJ'IeK_\/ﬂﬂpHO-FEHeTI/I‘-IeCKVIﬁ I'IpOd)I/IJ'Ib, Me3eHXMUManbHaa onyxoab
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Angiosarcoma is a rare, aggressive tumor arising from the endothelial cells of blood vessels that can affect internal
organs, but the most common location is the skin. The article presents current data on the molecular genetic profile,
diagnosis and treatment of primary and secondary angiosarcomas of the breast. A search for relevant sources was
carried out in the PubMed, Cochrane Library and eLibrary systems, publications from 2012 to 2023 were examined, 29 of which
were used to write this review.
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Angiosarcoma of the breast is a rare aggressive tumor characterized by a high grade of malignancy and a poor prognosis.
The grade of malignancy is a predictor of survival. There are no standard treatment guidelines, and the optimal approach
remains surgical resection to achieve negative resection margins. The role of neoadjuvant, adjuvant chemotherapy and

radiotherapy remains controversial.
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BeepeHune

AHTHOCapKOMa — peKasi arpecCUBHAsI OITyXOJIb, IIPO-
HCXOISIIAs N3 SHIOTEINAIBHBIX KJICTOK KPOBEHOCHBIX CO-
CyIOB, KOTOpasi ClIOCOOHA ITopaXkaTb BHYTPEHHUE OPTraHbI.
Haubonee yacto oHa Jjokanu3yercd Ha Koxe [1]. YacTora
Pa3BUTHS aHTUOCAPKOM MOJIOUHOI KeJte3nl (M2K) cocraB-
ssteT <1 % Bcex 37I0Ka4eCTBEHHBIX HOBOOOPA30BaHMM JaH-
HOM JIOKaIM3alKu. PazmnyaioT mepBUIHYIO U paIuoONHIY-
mpoBaHHYyI0 (BropuyHyoo) (PUAC) anrnocapkomsr [1].

YacToTa BCTpe4aeMOCTH ITEPBUYHBIX aHTHOCAPKOM
cocraBiset MeHee <0,04 % Bcex omyxoneit M2K. IIpeumy-
IIECTBEHHO OHU BO3HUKAIOT Y XKEHIIIUH PEIIPOTYKTUBHO-
ro Bo3pacra (30—40 ser). HekoTropsie aBTOpPHI COOOIIAIOT
TaKKe O CIyYasiXx pa3BUTHUSI aHTHOCAPKOM Y MAIIMEHTOK
MMOCTMEeHOITay3aJibHOro Bo3pacta [2, 3]. 1o maHHBIM -
TepaTyphl, o0mas 3-JIeTHSS BBDKMBAEMOCTh OOJIBHBIX
C TaHHOM IMaToJI0THel B cpenHeM cocTasisier 50 %. Dror
ITOKa3aTe/Ib HAIPSIMYIO 3aBUCUT OT JJTUTETbHOCTY KIIMHU-
YeCKOM CUMIITOMATHUKU, Pa3MepPOB OITYyXOJIM M BO3MOXK-
HOCTH BBINIOJIHEHUS OIEpalvi B PagUKaIbHON 00beMeE.
IIporHocTNYECKY BasKHBIM IAapaMETPOM SIBJISICTCSI CTETICHD
3JI0Ka4eCTBEHHOCTH omyxoiu. B padbore A.A. DeaeHKo
U COABT. OTMEUEHO, YTO BBDKMBAEMOCTD IIPY aHTHOCAPKO-
max G, coctapisier 70 %, B TO BpeMsi IPY HU3KOM cTere-
HM 3710KauecTBeHHOCTH (G,) — <20 % [4].

TouHBI 3THONOTMYECKUI (PAKTOP Pa3BUTHS TTEPBUUHBIX
aHTMOCApKOM B HACTOSIIICE BpeMSI HE 10 KOHIIA M3BECTCH.
Bo3MoxxHO, pa3BUTHIO JAHHOM 3]I0KAY€CTBEHHOM OIMyXOJIn
CIIOCOOCTBYIOT TpaBMUpoBaHue M2K, obinydenne 1 mumde-
nemMa BepxHell KoHeuyHocTH [4]. B3anmocBsI3b neiicTBUS
MOHU3UPYIOLLETO U3Ty4eH sl 1 3a00JieBaeMocTy pakoM M2K
(PMZK) B HacTosIIIIee BpeMsI XOPOIIIO N3y9eHa 1 ITPOIEMOH-
CTpHUpOBaHa B SIMIEMHUOIOTIIECKIX nccaenoBaHmsx. [la-
TOTeHE3 paTMOMHIYIIMPOBAHHBIX OITyXOJICH BKITIOJACT ITPsi-
MO€ OHKOT€HHOE ACHCTBHE MOHU3HMPYIOIIETO M3ITyIeHUS],
KOTOpOe MOXeT IoBpeanuTsh cTpykTypy JAHK, uTto nmpuBoaut
K HeCTaOMILHOCTY TeHOMA M ITOSIBJICHUIO MYyTalldif TCHOB,
CBSI3aHHBIX C Pa3BUTUEM OITyXOJIEBbIX KJIETOK [1].

KnuHuyeckaa KapTmHa aHrMOCapKOMblI

MOJIOYHOM }Kene3bl

Anruocapkombl M2 xapakTepusyloTcsi ObICTPBIM,
a MHOTAA CTPEMUTEIbHBIM POCTOM, YBEJIMYESHUEM pa3-
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MepoB MK u mosiBieHMEM CHUHEBAaTO-KPaCHBIX ISITEH
Ha koxe. OIHAKo B Xo1e MaMMorpaduu U yabTpa3ByKoO-
Boro uccienoBanus (Y31) M2K Moryt He BU3YaIU3UPO-
BaThCS CIIeMUUECKIE U3MEHEHYSI, ITO3BOJISIIONINE TOUHO
1 CBOEBPEMEHHO IMAarHOCTUPOBATH 3a00jeBaHue |5, 6].

[1pu mepBUYHOI aHTHOCAPKOME OITYXOJIEBBIC KIIETKH,
KaK IIPaBWJIO, PACIIONAraloTCA B ITAPeHXUME HEOOIydeHHOM
MK pa3mep OITyX0JIeBOTO y3j1a JOCTUTaeT 4 cM | OoJiee.
Yarie Bcero 3T OITyXOJI1 BCTPEYAIOTCS Y KEHIIMH MOJIO-
JIOTO BO3pacTa M He BU3YaIMU3UPYIOTCS B XOI¢ PEHTICHO-
MamMMorpaduu B CBSI3U ¢ BBICOKO IJIOTHOCTBIO TKaHHU
Xxenessbl [7].

BropuyHasi aHrnocapkoma, o0COOEHHO paguOUHIYLI-
pOBaHHAasI, HAIIPOTHB, ITOPAKaeT IPEUMYILIECTBEHHO IepP-
My MK u nmuiib u3penka ee ImapeHXuMy. DTa OMyXoJIb
KIMHUYIECKU IPOSIBIISICTCS B BUIE TeMOPPArnIecKoil ChIIH,
SKXHMMO30B, TEMaTOM U1 YTOJIIECHUS KOXH B 00JIACTH paHee
obnyueHHoit M2K. YacTo HabmomaeTcsl Mporpeccupyro-
W OTeK, a B HEKOTOPBIX CIyJYasX BUIHBI CHEBATHIC
y3enku (puc. 1) [1]. YcraHoBIeHME TMarHo3a MOXKET OBITh
3aTPYIHEHO M3-3a CJIOXHOCTU nudbepeHIINaTIbHON T1a-
THOCTUKM aHTMOCAPKOMBI ¥ paaroiepMaTTa 1 HEKOTOPHIX
JIPYruX KOXHBIX 3a001eBanuii [8, 9].

MoneKynApHaa reHeTUKa aHrMoCapKom

MOJIOYHOM }Kene3bl

Myc — MHOTro(YHKIIMOHAIBHBIN SIAepHBIA (pocdo-
MIPOTEVH, KOTOPHII UTPaeT OOIBIIYIO POJIb B IIPOTPECCH-
POBAaHMHU KJIETOYHOIO IIMKJIA, allONTO3¢ M KJIETOYHOM
TpaHcopMallnK, a TakKXe CTUMYJIHPYeT aHTUOTeHe3
U CcIocoOCTByeT MeTactasupoBaHuio [10]. DTo omuH
U3 IIePBHIX OIMCAHHBIX IIPOTOOHKOTCHOB, KOTOPHI HE pe-
TYJAUpYyeTCsl B OOJBIIMHCTBE TUIIOB onyxosei [11].

Pesynwratel uccnegosanus C. Fraga-Guedes u coaBT.
IIPOIEMOHCTPHUPOBAJIN, YTO aMIUTMdUKaIs Myc SIBIIsIeT-
¢s1 BBICOKOCTIEIIM(PUIHBIM, HO MaJIOUyBCTBUTEIBHBIM Map-
kepoMm PUAC, n, ciemoBateibHO, OTPULIATEIBHBIN pe3yJib-
TaT HE UCKJIIOYaeT €€ HaIW4dusl. AMIUTM(MUKALIUS 3TOTO
docdonporenHa OblIa CBsI3aHa C HEOJIATOPUSITHBIM ITPO-
THO30M, YTO YKa3bIBaeT Ha IIPOrHOCTUYECKYIO POJIb JaH-
HOTO TToKa3aTeJist TPy BTOpUYHOIT aHTnocapkome M2K [12].
Bricokuit ypoBeHbp amIiumdukanuu reHoB MYC Ha-
omonancs Bo Bcex ciydasx PUAC, HO He B TIEpBUYHBIX
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Puc. 1. BmopuyHas aH2uOCAPKOMA MOSIOYHOU Jene3bl: a — BHeWHUl BUO nayueHmxu; 6 — yOaneHHas MOJIOYHASA XKene3d, Makponpenapam
Fig. 1. Secondary angiosarcoma of the breast: a — patient’s appearance; 6 — resected mammary gland, gross specimen

aHTHOCApKOMaX, YTO MO3BOJISIET IIPEAIIOI0XUTh, YTO, HE-
CMOTPS Ha UACHTUIHYIO MOP(DOJIOTHIO, TCHETUIECKU OHI
paznuyarorcs [13].

J. Manner 1 coaBT., B CBOIO ouepe/ib, ITOKa3au yCU-
nenue nokyca c-MYC 8q21.24 ¢ TTOMOIIbIO UCCIETOBAHUST
rubpuan3anuu GiyopecleHInu in situ. Takke ObLIO TTpo-
JIEMOHCTPUPOBAHO, YTO XPOHMYECKAsI TpaBMa I10CJIe He-
CKOJIBKMX ONepaliiii, BKJIIOYasi TUIIOKCUIO TKaHE 1 Ha-
pymieHne auMdoapeHaxa, MOIJa CO3IaTh Cpemy
DI aHTHOTeHe3a M MyTareHHOI TpaHcgopMaln. Ycuie-
Hue c-MYC nokyca 8q21.24, ckopee Bcero, ObUIO CUJIBHBIM
OHKOT€HHBIM (PAaKTOPOM pa3BUTHSI aHTMOCAPKOMEI [14].

CorylacHO 3TUM JaHHBIM aMIUTM¢uKauuio reHa MYC
MOXHO CYMTATh IIPU3HAKOM BTOPUYHOI aHTUOCAPKOMBI,
M 3TOT ITOKa3aTeJIb UMeeT 3HaYeHHUE KaK ISl TUaTHOCTUKM,
TaK 1 IS JICYCHUSI JAaHHBIX OITYXOJICH.

C. Zietz u coaBT. B 1998 1. onmmcanu ssBHOE (DYHKITNO-
HaJIbHOE HapylueHue mytu p53/MDM-2 npumepso B 70 %
cllyyaeB aHTHOCapKoMbI [15]. DTo HapylieHue BIUSIET
Takke Ha 1 depeHINPOBKY U (DEHOTUIT SHIOTETNATBHBIX
KJIETOK, TTOBBIIIAIOIINX 3KCIIPECCHI0 (DaKTopa pocTa 3H-
nmorenus cocymoB (vascular endothelial growth factor,
VEGF) [16]. Takum 06Gpa3oM, MOXHO clelaTh BBIBOI,
4yTo noTeps PyHKUMU P53 ABIsIeTCS BaKHBIM (paKTOpOM
B Pa3BUTHU aHTHOCAPKOMBI, IIOCKOJIBKY MYTallUM WU U3-
ObITOYHas akcrnpeccuss MDM?2 HapyiaeT npaBUIbLHYIO
PETYJISILIMIO KIIETOYHOTO TOMEOCTa3a, B KOTOPOM OOJIBIITYIO
pOJIb UTPAET NJaHHbIN OEJIOK.

Y. Wei 1 coaBT. MpoBeIr KPpyIMTHOMACIITa0HOE UCClie-
noBaHue [17] v BbIAEAWIN Y OOJILHBIX C MEPBUUYHBIMUA
W BTOPUYHBIMU aHTHocapkoMamMu M2K Ha oCHOBaHUU
6a3sl manHbIX Gene Expression Omnibus (GEO) 18 mud-
¢epeHIMaIbHO 3KCIPECCUPYIONINXCS TeHOB (5 ¢ MOHU-
JKEHHOM peryJisaiueii u 13 ¢ IOBBIIIEHHOH ), 9YTO COCTaBUIIO
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2 % ot obero yucia. s 6ojiee r1yooKOro OHUMAaHUs
OBUIM CO3IaHbI CXEMBI LIeTto4YeK TP depeHINaTbHO KC-
MpeCCUPYIOINXCs TeHOB cUTHaIbHBIX ImyTei GO u KEGG.
Taxxe BobiAeneHbl Ton-10 akTUBHBIX reHoB: MYC,
SERPINFEI, CTLA4, PLAU, FOXP3, KAT2A, SUP3H, CD&0,
PLGw MEDI. Avitmdpukanust MYC, aktuBHocTb SERPINE ]
1 FOXP3 urpaiot 00JIbIIYIO pOJIb B IIaTOreHe3e aHTMocap-
KOM (IIEPBUYHBIX M BTOPUYHBIX). JHAYCHHNE OCTAJIBHBIX
T€HOB SIBJISIETCS IIPEAMETOM JAIBHEUIINX UCCIICTIOBAHMUIMA.
Takum 00pa3oM, MOXHO cAeaaTh BBIBOM, YTO Pa3IMIMs
MeXy TIepBUYHOM M BTOPMYHOI aHTMocapKomMamu M2K
MOTYT CIYXUTh IOTCHIIMAJbHBIMU TEPaNeBTUUECCKUMU
MUIIEHSIMH, a TAKKe HOBBIMU OMOMapKepaMu Il 1ua-
THOCTHKH U IPOTHO3a 3TUX ITaTOJIOTHIA.

S. Al-Salam u coaBT. onvcany KIMHAYECKUI Caydai
JIBYCTOPOHHEN IepBUYHOI aHTrnocapkomMbl M2K y manm-
eHTKHU 29 jet. [TaTorucrojiornyeckoe UcciaeaoBaHUE KJie-
TOK OITyXOJI! BBISIBIJIO 9KCIIPECCHIO (DaKTOpa, UHIYIIUPY-
emoro runokcueir lo (hypoxia-inducible factor la,
HIF-1a), WTI u daktopa pocta 3HIOTEINUS COCYIOB
(vascular endothelial growth factor (VEGF), sBastercst cur-
HaJIbHBIM O€JTKOM, KOTOPBIN BBIpaOaThIBaeTCS KIETKAMU
IIJIsI CTUMYJIMPOBAaHUS BAacKyJIOTeHe3a M aHTHMOIreHe3a).
®akTOop, UHAYLMPYEMbI TMIIOKCHE 1-a, SIBJISIETCS MOLII-
HBIM (pakTopoM TpaHcKpunuuu. Ero cBepxakcmnpeccus
MOXKET IMPUBECTH K IPOMYKIINN Pa3TUIHBIX MHIYITUPYEMBIX
ruriokcueit matpuaHbix PHK (MPHK), Bximtouas MPHK,
konupytoire VEGFE, tpom6oiuTapHslii hakTop pocta 3,
SPUTPOIIOATHUH, TajieKTUH-3, 6e1oK WT'1 1 TpaHchopmu-
pytomuii akrop pocra a [18]. Kpome Toro, 6emoxk WT'1
CIIOCOOEH aKTUBUPOBATh TPAHCKPUIILIMIO COCYIUCTHIX I'e-
HoB. ClienoBaTebHO, CUHEeprudeckuii apdekt nuddys-
Hoit akcrnpeccun HIF-1la m WT1 HeomnactuyecKuMu
KJIeTKaM1 MOXeT BbI3BaTh TpaHcKkpunuuio VEGE, koro-
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PBIiA SIBJISIETCS TTAPAKPUHHBIM (DaKTOPOM POCTa, CTUMYIIH-
pyIoLIMM Npoudepalrio SHA0TEIMATbHbIX KJIETOK U 00-
pazoBanue omyxonu. [To MHeHmio S. Al-Salam u coasrT.,
HIF-10 urpaer ueHTpaJIbHYIO POJIb B PA3BUTUU ITIEPBUYHOMN
aHrrocapkoMbl M2K. ABTOpHI He BbISIBUIM UIMMYHOPEAKTHB-
HOCTH OITyXOJIEBBIX KIeTOK K D2—40, KOTOphIii SBsIeTCS
MapKepoM JIMM(MATUIECKIX SHIOTETMATLHBIX KIETOK. DTO
yKa3bIBaeT Ha TO, YTO NepBUYHAas aHrnocapkoma MK mpo-
HCXOINT U3 3HAOTE/IMAIBHBIX KJIETOK KPOBEHOCHBIX COCYIOB,
a He 13 TMM(PATUYECKIX SHIOTETMATBHBIX KJIETOK [19].

ITennt BRCAI u BRCA2, cBsI3aHHBIE C IIPEAPACITIONO-
XEeHHOCTbIO K PMZK, BXOIST B 4MC/I0 HauboJiee U3y4eH-
HbIX TeHoB. B 2008 1. J.G. West 1 coaBT. onucanu ciaydaii
Pa3BUTHSI AaHTHIOCAPKOMBI KOXXHU TIepeIHEN TPyIHOM CTEH-
KU 11ociie JedyeHus no nopoay PM2K nalimeHTK — HOCHU-
TEJBLHULBI TePMUHAIBHOM MyTalyu B TeHe BRCA2. ABTOpBI
OTMETWIM OTCYTCTBHE KIMHUYECKH BBIpAaXKeHHOM TMMpe-
JIeMBI 1 JIy9eBO Tepalli B aHaMHe3e. DTo TiepBast my0JIu-
Kamusi, MOCBSIIEHHAsI JaHHOW TeMe, Iie IpemiaracTcs
paccMaTpuBaTh TepMUHAJIbHbIE MyTalluu B reHe BRCA2
KaK STUOITATOJIOTMYECKHE B KAHIIEPOIeHE3e aHTOCAPKOM
[17]. BRCAI n BRCAZ2 gacto myTtupyiot rmipu PM2K, pake
SIMYHUKOB U IIPEICTAaTeIbHOM XKeJIe3bl, a POICTBEHHBIC
0eJIKM UrparoT OOJBIIYIO POJib B KJIETOUHOM T'OMEOCTa3e
[20, 21]. ITpeamonaraeTcs, 4YTO HAJIMYME TOUCUHBIX MyTa-
mii B BRCA2 siBiisieTCS TPUYMHOM HEKOTOPBIX BTOPUYHBIX
anrnocapkoM MX [22]. [ToTteps pyHKIIMM MyTUPOBAaBILIE-
ro reHa BRCA nipensITCTBYET 3alllUTe OT pagualliOHHO-
uHayuupoBaHHoro nospexaeHus JIHK, ciemoBarenbHO,
MOXKHO TIPEIIOJOXUTD, YTO OH UTPAeT POJIb B Pa3BUTUH
nmaHHoro Buga onyxonu [23]. B uccnemoBanuu L. Kadouri
M COaBT. Y 2 MalIMEHTOK CO BTOPUYHOI aHTHMOCAPKOMOI
MX BrissBiaeHBI MyTaliuu B reHax BRCAI (185delAG —
IeJenns afeHWHA 1 TyaHnHa B rmo3unuu 185) m BRCA2
(6174delT — ynanenue onHoro Hykiieotraa (T) B mo3uuuu
reHa 6174), y 1 60JIbHOM MX 3KCIPECCHsI BbISIBIEHA HE Obl-
J1a. ABTOPBI OTMETIIIM TIPUMEPHO IBYKPAaTHOE YBEIIMUCHIE
pHUCKa pa3BUTHS aHTHUOCAPKOM Yy HocuTenbHULI BRCAL/2,
HO, IOCKOJIBKY 9TO 3200JIeBaHME BCTPEYACTCS PEIKO, TIOJTY-
YeHHBbIE JaHHBIC HE CJIeIyeT YIMUTHIBATh IIPY NMPUHSITHU
pPELIEHUS O MIPOBEACHNU TUCTAHIIMOHHOM JTy4€BOU Teparuu.
OHM ITOJDKHBI TTOMOYh B MOHUTOPHHTE BO3MOXHOIO Pa3BU-
THSI aHTUOCAPKOM Y MalleHToB — Hocuteneii BRCA [24].

Q. Li ¥ coaBT. MpeanoNoXuiIn, 9TO BOCCTAHOBIIEHNE
SKCITPECCHU P53 TMKOTO TUIIA MOXET OBITh 2((HEKTUBHOMN
TepaneBTHUUYeCcKol cTpaTterueii. OHM ITpoaHAIM3UPOBa-
JIX Pe3yJbTaTUBHOCTh BOCCTAHOBJICHUS aKTUBHOCTH P53
B MDM2-cBepXaKCIpecCUpYIOLINX aHTHOCApKOMaXx ¢ MC-
ITOJIF30BaHMEM MOJIEIIeH Ha XXUBOTHBIX. Mdm-2 sBisteTcs
HeraTUBHBIM peryysitTopoM aktTuBHocTH p53 1 VEGE ske-
IpeccHsi KOTOPOTO, CPEIH ITPOINX (DAKTOPOB, PETYIMPYETCS
myteM pS3/MDM-2. CornacHo IoTydeHHBIM JaHHBIM TaKOe
BOCCTaHOBJIEHHE CITOCOOHO ITONaBIIsAThL pocT MDM2-cBepx-
9KCTIPECCUPYIOIINX aHTUOCAPKOM, UYTO B HEKOTOPBIX CITyda-
SIX IPUBOJIUT K 3aCTOIO U PETPECCUM OITyX0Ju [22].
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ITyts PIK3CA/AKT/mTOR (BHYTpHKIECTOUHBIN CHUT-
HaJIBHBINA ITyTh, HEHTPAJIbHBIMA KOMIIOHEHTaMU KOTOPOT'O
ABISI0TCS (hepMeHTHI (pochomHo3uTna-3-kmuHaza (PI13K),
knHa3bel AKT 1 mTOR) nipsiMo mnu KOCBEHHO BOBJIeYEH
B pa3ButHe aHrnocapkoMbsl M2K. OoHapyxeHo, yto mTOR
UTpaeT OOJIBIIYIO POJIb B IMPOTPECCUPOBAHUM OITYXOJIH,
JIEUCTBYS B KaUeCTBE IJIABHOTO MEPEKIIIOYATENIST KIETOU-
HOTO Kataboju3Ma M aHaboiau3Ma. DTa IMpOoTeMHKMHA3a
YCUJIMBAET POCT U IIPoJrepaIinio PaKOBBIX KJICTOK M MH-
IYyIUPYET IIPOrPeCcCUpOBaHNE KIIETOYHOIO IIMKJIA. TakKuM
o6pazom, mTOR MozkeT mpeacTaBISITh BO3MOXKHYIO MU-
ILIeHb JIJIs Tepanuu aHrnocapkoMsl [23]. B 2015 . M. Wa-
da 1 coaBT. MCCIIEIOBAJIM YYBCTBUTEIbHOCTh MTHTUONTOPOB
k nyti PI3K/AKT/mTOR B 1ByX TMHUSIX KIE€TOK aHTHO-
capkoMbl Koxu [25]. TTonydyeHHBIe JaHHBIE MTOKAa3aIu,
YTO MHTUOUTOPH (pochonHo3uTua-3-kuHa3el (PI3K)
1 mTOR nmopaBnstmu pocT 06enX KIIETOYHBIX TMHUI J10-
303aBUCUMbBIM 00pa3oM.

S. Al-Salam ¥ coaBT. BEIIBWIM 3 OCHOBHBIX (paKTOpa,
WTPAIOIIVX IJIABHYIO POJIb B pa3BUTUU IBYCTOPOHHEM TIep-
BuyHoIT anrnocapkombel M2K: HIF-1a, VEGF u MAC-1.
B nurepatype MBI MPaKTUIECKA HE BCTPETUIN CIIy4acB
BBISBJICHUS TOJOXUTEIBHBIX PEIENITOPOB 3CTPOreHa
M IIPOreCTEpOHa, IIO3TOMY B HACTOSIIEe BPeMsI HEBO3-
MOKHO YCTAHOBUTDH HATMINE TOPMOHATBHOM 3aBUCHMOCTH
aHTMOCApKOM. Pe3ynsraTel MMMYHOTHUCTOXUMUYECKOTO
WCCIICAOBAHYSI IIOATBEPKIAIOT COCYIUCTYIO IIPUPOIY OITY-
xoiu (Hammame aKcnpeccun VIII u CD31). Ipu nanaOM
BUE CApKOM 3-JIETHSISI 00111ast BEKMBAEMOCTD U Oe3pei-
JMBHAsI BbDKMBAEMOCTb COCTaBJIsIIOT 38 1 14 % cooTBeT-
ctBeHHO. K. Sondena 1 coaBT. mpoaHanM3MpoOBaIy CIydan
MEeTacTa3upPOBaHMSI BCEX 3aPETUCTPUPOBAHHBIX TIEPBUYHBIX
aHrnocapkoM M2K. ABTOpHI BBISIBUJIN, YTO TIeYeHb ObLIa
HanOoJIee YacTOl MUIIEHBIO METACTaTUIECKOTO ITopa-
JKEeHUSI, 3aTeM CJICIOBAIIM JIETKOE, JTUM(baTUISCKUE Y3IIbI,
KOCTHU CKeJIeTa, KOCTHBIM MO3T; pexXe MeTacTa3bl pa3BH-
BAJINCh B IMIHUKAX, IIOYKaX, CAIBHUKE, HAMITOYCUHUKAX,
JKeJTyIKe, TTOMKEeIyI0IHOM XKene3e, OPIOIINHE, ITUIIEBOIEe
1 Koxe. B Xxo1e mo3uTpoHHO SMUCCMOHHOI TOMOTrpadun
¢ “F-dTopre30KCUIITIOKO30ii BBISIBJIEHO NMHTEHCUBHOE
HaKOIUIEHHUE IIpeliapara B aHTHOCapKOMe, YTO TTO3BOJISIET
HCTIOJIb30BaTh 3TOT METO [IJIST TMAaTHOCTUKH 32001 BaHUS
1 OLICHKH pacIIpOCTPaHEHHOCTH OITYXOJIEBOTO IpoIiecca.
Buorncus ¢ rmocieayronmmM IMMYHOTHCTOXUMIIECKIM 1IC-
CJICIOBAaHUEM SIBJISIETCS «30JIOTHIM CTaHIAPTOM» BEISIBIIC-
HUS IEPBUYHOM aHTMOcapKoMbl M2K.

JlMarHocTMKa aHrMOCapKOM MONIOYHOW JKeJe3bl

JlnarHoctrka aHrMocapkoM OCHOBaHa Ha cOope aHaM-
HECTUIECCKHUX JaHHBIX, OOBEKTUBHOM OCMOTpPE, MHCTPY-
MeHTalbHOM obcnenoBanuu (Y3 MK, peHTreHOMaM-
Morpacbusi 1 MarHUTHO-pe3oHaHCHast Tomorpadust (MPT))
1 MopoJIornyecKoit Bepudukanuu onyxoan [1].

[To maHHBIM OMTHMX MCCICIOBAHUI C NCTIOJb30BaHUEM
VIBTPa3BYKOBOI1 HABUTAIIN, AHTHOCAPKOMBI B OCHOBHOM
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XapaKTePU3YIOTCS TUTIEPIXOTeHHOCTHIO ¥ CMEIIIAHHOM THTIep-
U TUIIO3XOT€HHOCTBIO, B TO BpeMsI KaK COIVIACHO JaHHBIM
JIPYTUX pabOT ONTHUMAaJIbHAS BU3YAIN3aIUsT aHTOCAPKOMBI
C MOMOILIBIO OOBIYHOTO YJIBTPa3ByKa BO MHOTHMX CTy4dasiX He-
Bo3MoOxHa [1]. Xopolue pe3yabTaTbl B paHHEH AUarHoCcTy-
K€ MOTYT ObITh IT0JTy4eHbI ¢ momoibio MPT MK aToT Me-
TO O0JIEe TOUYEH IO CPaBHEHUIO ¢ MaMMorpadwueii [1].

JleyeHue aHrMOCAPKOM MOJIOYHOM XKene3bl

OCHOBHBIM METOIOM JiedeHUsT aHTnocapkoMm MK saB-
JISIETCSI XUPYPIUUECKOE BMEIIATEILCTBO, KOTOPOE 3aKITIO-
yaeTcs B yaajJeHuu Bceil TKaHu M2K 1 TOCTUXKEHUU OT-
puiatenbHbIX KpaeB pedekuuu (RO). Ilpu manHOM
3a00JieBaHUU TIPOTHO3 Yallle BCero HeOJIarornpusITHLIN,
ocobenHo npu PUAC u 60ib111x, IIyOOKO pacIioaoXeH-
HBIX aHTHOCAapKOMaX MSTKUX TKaHel (MearaHa BEKMBa-
eMmoctu 25 mec) [1].

JIumboreHHOE MeTacTa3MPOBAHKE HE XapaKTePHO TSI aH-
ruocapkoM MK, rmostomy MHOIMe aBTOPhl HE BBITIOJIHSIOT
perroHapHyIo JuMbaneHIKToMuIo. S. Stacchiotti mpoaHam-
3upoBas gaHHble 10 MCclenoBaHUii, B KOTOPBIC BOILIA
280 GOJIBHBIX, M YCTAHOBWII, 4TO MeHee yeM B 10 u3 42 % ciy-
yaeB JIMM(DaneH3KTOMUI BbISIBIEHBI MeTacTasbl [26].

Db DeKTUBHOCTh XUMUOTEPATTAM ITPU aHTHOCAPKOMaX
MK B HacTosiliee BpeMsl UeTKO He onpejaeneHa. Ha ocHo-
BaHUU PE3YJIBTATOB PSiia PETPOCIIEKTUBHBIX MCCIeAOBAHMI
YCTaHOBJICHO, YTO AaHTMOCAPKOMBI UyBCTBUTEIbHBI K TaK-
CaHaM U aHTPALMKJIMHAM: OOLIAsl 4aCTOTA MOJIOXKUTEIBHBIX
orBeTOB coctaswia ot 20 1o 60 % [1].

Het eqHOTO MHEHUSI M1 OTHOCUTEIHFHO BIUSTHUS T10-
JIMXUMUOTEPAIMi Ha BBDKMBACMOCTD OOJIBHBIX 3TOM TPYII-
el [To maHHBPIM MeTaaHaIM3a PaHIOMU3NPOBAHHBIX KOH-
TPOJIMPYEMBIX UCCIEIOBaHNI OTMeueHa 3(D(HEKTUBHOCTD
XUMMOTEPAITNH C BKIIOYCHUEM TOKCOPYOMIIMHA U Udoc-
damupa [27]. Hanpotus, pe3ynbraTbl MHOTOLIEHTPOBOTO
PaHIOMU3MPOBAHHOIO UCCICIOBAHUS IIPOIEMOHCTPUPO-
BaJIM, YTO XMMMOTEPAITHS HE OKA3hIBACT CTATUCTUICCKU
3HAUMMOTO BJMSIHUS Ha O€3pelUIUBHYIO U OOIIYIO BbI-
XMBaeMOCTb IIPU aHTHMocapkomax [28].

PesynbraTel peTpoCIeKTHBHOIO MCCIIEIOBAHMS C BKITIO-
YyeHueM 25 MallMeHTOB C MECTHO-PaCIpOCTPaHCHHBIMU
U METAaCTaTUIECKMMM aHTMOCAPKOMaMM, IPOBEICHHOIO
B Mtanmn, nokasanm, 4to reMuuTadnH 3pdeKTrBeH B 68 %
cJTyyasix; TIpyd 3TOM B 5 citydasix ObLT JOCTUTHYT YaCTUYHbIN
OTBET, B 2 OTMEUYEHO ITporpeccupoBanme 3abomeBanus [29].
CTOUT OTMETUTD, YTO 00 3(DHEKTUBHOCTU MOJIUXUMUOTE-
panuu npu aHruocapkomax M2K MOXHO CyauTh TOJIBKO
I10 OIMCAHMSIM KIIMHUYECKUX ciTydaeB. HekoTopbie aBTOpHI
COOOIIIIIN O BEIPAXKEHHOM OTBETE OITyXOJIM Ha HEOaIblo-
BAHTHYIO NOJIMXUMUOTEPATINIO, YTO ITO3BOJISIET IIPEITIO-
JIOXWTH 3HAYNTEIIBHYIO POJIb CHCTEMHOTI'O JICUCHMUS B YITyd-
IIEHUY TT0Ka3aTeieil BBLKUBACMOCTH.

OcraeTcs Takke TUCKYTa0eIbHBIM BOIIPOC O 1IEJIECO-
00pa3HOCTU NPOBEACHUS NUCTAHLIMOHHOM JIy4eBOM Tepa-
muu, ocooenHo npu PUAC. E.R. Ghareeb u coaBt. oT-
MEeTUJIM YJIydllleHHWe MokKa3aTeljieil Oe3peluuguBHOMN
BBIKMBAaEMOCTH ITPY IIPOBEACHUHN JIyYeBOI TEPAITUU B CIIy-
YyasgX BTOPUIHBIX aHTHOCAPKOM. ABTOPBI OTMETIIIH (-
(beKTUBHOCTD JAaHHOI Tepay, OCOOEHHO MPH ITOJIOXKHU-
TEJIbHBIX Kpasx pe3eKinu. Pe3yapraTel IIpUMEHEHUS
IO PaKIIMOHUPOBAHUS ITPOIEMOHCTPUPOBAIN CHILKE-
HHUe ToKa3aTeJieil 00l11eli BbKMBAeMOCTU I1OCJIe OpraHo-
COXPaHSIOIIETO XUPYPrUIeCKOTO JICUSHUS 10 TIOBOIY aH-
ruocapkoMel M2XK: onm cocraBuiu g0 79 % [3].
B HeKOTOPBIX MCCIeTOBAHUSIX OTMEUCHO YXYIIICHUE T10-
KazaTesei 0e3peuaAuBHON U 0011ei BBKMBAEMOCTH T10-
ciie ydeBoii reparnuu [30].

3aknyeHue

AnrnocapkoMa MK — penkas arpeccuBHasl OIyXOJb,
XapaKTepU3yIoLIasiCsl BBICOKOU CTEMEHbIO 3JI0KAYECTBEH-
HOCTH ¥ HeOJIarOIIpUSITHBIM IPpOrHo30M. CTereHb 3710Kade-
CTBEHHOCTH SIBJISICTCS IIPSIUKTOPOM BbIKMBaeMocTH. CTaH-
JIApTHBIX peKOMEHIALW 0 JIeYEHUIO aHrMocapkoMbl M2K
HE CYILECTBYET, ONTUMAJIbHBIM TTOIXOI0OM OCTA€TCs XUPYpP-
ruyeckast pe3eKuus ¢ JOCTUKEHUEM OTPULIATEIbHBIX KPaeB
pe3ekuuu. Poib HeoamblOBaHTHOM, aIblOBAHTHOM XUMUO-
Teparuy 1 JIy4eBoil Teparuy OCTaeTCsl IMCKYTaOeIbHOM.
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BeeaeHue. MenaHoma npeactaBnset coboit oaHy U3 Hanbonee arpecCUBHbIX ONYX0Nei KOXM, KOTOpas BO3HUKAET Ha oHe
3/10KayecTBeHHOI TpaHchopMauum u nponudepaunu menaHoumtos. PakTopamm pucka pas3BuTUA MENAHOMBbI KOXU ABNSA-
I0TCAA CONNHEYHOE U3/yYEHWUE U AAUTENBHOCTb €r0 BO3AEWCTBUSA, NOXMAON BO3PACT, UHLMBUAYATIbHbIE XapPaKTEPUCTUKM
nauueHTa (CBeTas Koxa, 6oNblLIOe KONMYECTBO HEBYCOB, B TOM YUC/E AaTUMUYHBIX, OTATOWEHHbI CEMEHbIA aHaMHe3)
U Ap. Pe3yneTathl MccnefoBaHmMii NocnefHUX NeT NOKa3blBaloT, YTO AaHHOe 3aboneBaHne acCoOLUMPOBAHO C PAAOM reHe-
TUYECKUX U3MEHEHUIN KaK BPOXXAEHHOTO, TaK M NpUobpPeTeHHOro Xxapakrepa.

Llenb nccnepoBaHua — n3yyeHue 4acToTbl BCTPEHAEMOCTU U MPOrHOCTUYECKON 3HAaYMMoCcTu MyTaumum V600E B reHe BRAF
npu menaHome Koxu I ctaguu.

Martepuannl u metoabl. ViccnefoBaHne HOCMAO PETPOCNEKTUBHBIN XapaKTep U BKAOYAN0 88 nauMeHTOB C MENAHOMOIA
koxu I ctaguu (pT1-2aNOMO). Bcem nauueHTam BbinofHeHa 6UONCUA CUFHANbHOTO TMMGATUYECKOrO y3Na, METacTa3oB
B HeM He 6bin0 BeisBneHo (pNO). Bcem 6onbHbIM NPOBEAEH MONEKYNAPHO-TEHETUYECKNIA aHanu3 OnyXoau Ha NpeaMeT
onpepenenus mytaumn V600E B reHe BRAF ¢ panbHeilwen OLEHKO BAUAHUA HA NPOrpeccuio paHHen MenaHoMbl KOXHU
B C/lyyasx ee 06HapyxeHus.

Pesynbratbl. MeanaHa BpemMeHn HabntopeHNs 3a naumeHTamu coctasuna 32,5 (12-214) mec. Y 25 (28,4 %) 60/1bHbIX 06Leit
BbIGOPKM BbisiBNeHa MyTauus V60OE B reHe BRAF. Mporpeccus menaHombl 3a BpeMs HabnoaeHns Bo3HuUKNa y 23,9 % naum-
€HTOB: Y 44 % c myTauueit V60OE B reHe BRAF n'y 15,9 % 6e3 Hee (p = 0,012). Y naLMeHTOB € 3TOI MyTauuei Yauue Habnto-
[AaNnoCb permoHanbHOe MeTacTa3MpoBaHue C NPernMyLLeCcTBEHHO NoKanmn3aLen oToaNeHHbIX MeTacTa3os B KOCTAX. [Tokasa-
TENM BbIKMUBAEMOCTY BbINM 3HAYNUTENBHO Bhile Y 60/bHbIX 6€3 MyTaLum B reHe BRAF: 1-neTHsas Ge3peyAMBHasn BbXKMBAEMOCTb
nauueHToB 6e3 MyTaLum B 3TOM reHe cocTaBuna 95 %, 3-netHsas — 87 %, 5-neTHAsA — 65 %, y NALMEHTOB C JAHHOI MyTaLuel —
84, 57 u 37 % COOTBETCTBEHHO. B COOTBETCTBMM C pe3ynbTaTaMu perpecCcOHHOro aHanu3a Kokca npu Hanuuuu mytaumu
B reHe BRAF oTmevanoch yBenuyeHue B 2,973 pasa pucka nporpeccun menaHomsl koxu I craguu (p = 0,016).
3akntouenume. Mytauma V600E B reHe BRAF BcTpeyvaetcs y 28,4 % nauueHTOB C MenaHoMol Koxu I ctaguu v aensetcs
NPOrHOCTUYECKM HeGNAronpUATHLIM DAKTOPOM NPOrpeccupoBaHmns 3ab6oneBaHus.
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Introduction. Melanoma is one of the most aggressive skin tumors, which occurs against the background of malignant
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transformation and proliferation of melanocytes. Risk factors for the development of cutaneous melanoma are solar
radiation and duration of exposure, old age, individual patient characteristics (light skin, a large number of nevi, including
atypical ones, family history) and others. Research in recent years shows that this disease is associated with a number
of genetic changes, both congenital and acquired.

Aim. To study the frequency of occurrence and prognostic significance of the V60OE mutation in the BRAF gene
in stage I skin melanoma.

Materials and methods. The study was retrospective in nature and included 88 patients with stage I cutaneous melanoma
(pT1-2aNOMO0). All patients underwent a sentinel lymph node biopsy and no metastases were detected in it (pNO).
All patients underwent molecular genetic analysis of the tumor to identify the V600E mutation in the BRAF gene with
further assessment of the effect on the progression of early skin melanoma in cases of its detection.

Results. The median follow-up time for patients was 32.5 (12-214) months. In 25 (28.4 %) patients of the total
sample, the V600E mutation in the BRAF gene was detected. Melanoma progression during follow-up occurred in 23.9 %
of patients: 44 % with the V600E mutation in the BRAF gene and 15.9 % without it (p = 0.012). In patients with this
mutation, regional metastasis was more often observed, with a predominant localization of distant metastases in the bones.
Survival rates were significantly higher in patients without a mutation in the BRAF gene: 1-year disease-free survival
of patients without a mutation in this gene was 95 %, 3-year — 87%, 5-year — 65 %, in patients with this mutation —
84,57 and 37 % respectively. According to the results of Cox regression analysis, in the presence of a mutation in the
BRAF gene, there was an increase in the risk of progression to stage I cutaneous melanoma by 2.973 times (p = 0.016).
Conclusion. The V600E mutation in the BRAF gene occurs in 28.4 % of patients with stage I cutaneous melanoma and
is an unfavorable prognostic factor for disease progression.

Keywords: melanoma, BRAF, V600E mutation, prognostic factor, survival
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BeepeHue

MenaHoMa mpeacTaBisieT co0oi ogHYy M3 HauboJee
arpecCUBHBIX OIYXOJIeH KO, KOTOpast BO3HUKAET Ha (poHe
3JI0KaYeCTBEHHOM TpaHchopMauy 1 npoirdepany Mena-
HouutoB. [To naHHbIM BceMupHOI opraHuzaiyu 34paBooX-
paHeHUsT HauOOJIbIIAasI PACIIPOCTPAHEHHOCTh MEJIaHOMBI
KOXM Habmoaaercst B ABctpaiuu, HoBoit 3enanmyum u ctpa-
Hax CkanpuHaBum — Jlanuu, Hopseruun, IlIBenum [1].
B Mupe nanHast maToorys 3aHuMaeT 19-e MecTo B CTpyKTY-
e OHKOJIOTMYECKMX 3a001eBaHIiA 1 23-€ MECTO B CTPYKTYpe
CMEpPTHOCTU OT HMX, B Poccrm — 14-e m 19-¢ MecTo cooT-
BETCTBEHHO. B a0COJIIOTHBIX BeJIMYMHAX PACIIPOCTPAHEH-
HOCTb MEJIAHOMBI KOXXU M CMEPTHOCTb OT Hee BO BCeM
mupe coctasnseT 3,2 u 0,53 cimydas Ha 100 ThIC. HaceIeHUS
COOTBETCTBEHHO, B Halieil ctpaHe — 5,3 u 1,5 ciyyas
Ha 100 ThIC. HaceleHUsI COOTBETCTBEHHO [1].

daxropaMM prCKa Pa3BUTHUSI MEJIAHOMBI KOXKU SIBJISI-
I0TCSI COTHEYHOE U3TyIeHUE U JUINTEIbHOCTD €T0 BO3IeH-
CTBUS1, TTOXUJION BO3PacCT, MHAUBUIYaJIbHBIE XapaKTepU-
CTHKM TIalieHTa (CBeTjiasi Koxa, OOJIbIIOe KOJIMISCTBO
HEBYCOB, B TOM YMCJIC aTUITNYHBIX, OTSTOIIICHHBIN CeMeii-
HBIIf aHAaMHe3) U TeHeTh4YecKast HecTabmibHOCTD [2]. Pe-
3YJIBTAThl UCCJICIOBAHMI MOCEIHIX JIET ITIOKA3bIBAIOT, YTO
JTaHHAS ITaTOJIOTHSI aCCOLIMMPOBaHA C PSIIIOM TeHETHUECKIX
M3MEHEHUI KaK BPOXIECHHOIO, TaK M IIPUOOPETCHHOTO
xapakTtepa. [IppobpeTeHHbIe MyTalluM IIPOUCXOAST IJ1aB-
HBIM 00pa30M Ha pa3IMIHBIX YPOBHSX KacKaga MUTOTEH-
AKTUBHUPYEMBIX ITPOTEMHKIHA3, KOHTPOJIMPYIOIINX TPaHC-
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KPHITLINIO TEHOB, META00IM3M KJIETOK, MX IIPOI(epaInio
M TIpoliecchl anonTo3a [3, 4]. OmHuM 13 HanboJee N3ydeH-
HBIX TeHOB SBJIsieTCS BRAF, KOMUPYIOIINIL OMHOUMEHHYIO
CepUH/TPEOHNHOBYIO ITpoTenHKMHAa3y B-raf. PacmipocTpa-
HEHHOCTh OHKOT€HHBIX MyTaluit B reHe BRAF npu mena-
HOME KOXU B 3aBUCMMOCTH OT ITOITYJISIIIAY MOXKET JOCTH-
ratb 60 % [5], npuueM 90 % U3 HUX MPEACTABIISIOT COOOI
3aMeHy BajiMHa Ha miyraMat B komoHe 600 (VO600E) [3],
YTO 3aIyCKaeT OHKOTeHE3, OIYXOJEBYIO IIPOTPECCUIO
1 00yCJIOB/IMBAET B JajibHEMIIeM BEICOKMIA PUCK IIPOrpec-
cupoBaHus 3aboneBanus [6]. [TokazaHO, YTO MyTaHTHBIE
BapuaHThI reHa BRAF 3a4acTylo BCTPEUaloTCs y allMeHTOB
0oJ1ee MOJIOIOTO BO3pacTa, C 0OJbIINM KOJIUYECTBOM He-
BYCOB U 0€3 aHaMHe3a XPOHMYECKOTO IpeObIBaHUSI Ha
COJIHIIE; MeJIAaHOMA Yy JIMII MOJIOIOTO BO3pacTa OTJIMJIACTCS
0oJiee arpeCCUBHBIM ITOBEICHNEM M CKIIOHHOCTBIO K MeTa-
CTa3UPOBAHUIO B TOJIOBHOM MO3r [7, 8].

CornacHoO OeiCTBYIOIINM KIMHIYESCKNM pEKOMEHIa-
LUSM MOJICKYJISIPHO-TEHETUIECKOE MCCIICIOBAHNE TUCTO-
JIOTMYIECKOTO MaTepHraia ynajJeHHOI MeJIaHOMBI KOXU Ha
Hajmuue MyTauuii B komoHe 600 reHa BRAF BBIITOIHSIETCS
TOJIBKO IIPM JICYCHNU METACTaTUISCKOTO IIpoliecca, Mo-
CKOJIBKY MOKET ITOBJIMSITh HA BBIOOP TapreTHOIO Ipera-
paTa U3 rpyIbl MTHIIMOUTOPOB MpOoTeMHKUHA3HI [9]. [1pn
JiokanuzoBaHHOM MenaHome I—I1 ctanguu Takoe uccneno-
BaHME HE IIPEIyCMOTPEHO, a JICUCHUE 3aKIII0YaeTCs B pa-
IUKaJIbHOM MCCEUYSHUHU IIEPBUIHOM OITYXOJIM B IIpeaeiax
3I0POBHIX TKaHeH [9].

2024 | Tom16 | Ne3



C y4eToM pa3Imuuii B BEACHUH ITAIIMEHTOB C MEJIaHO-
MO KOXXHU OOJBITMHCTBO UMEIOIINXCS Ha CETOMHSIITHMIA
JIEHb MCCJIeIOBaHMI HaIlpaBJeHbl HAa U3YICHUE PacIIpo-
CTpaHEHHOCTHU MyTalluii B reHe BRAF ipu metactatudec-
KO MeJJaHOMeE, a TaKXKe OIEHKY BJIMSHUS MYTaHTHBIX
anneneil Ha 3(p(PeKTUBHOCTD pa3IMIHBIX XMMHOTEpaTieB-
TUYECKUX MpenapaToB U UX KoMOuHaLuii. Bctpevarorest
OTIEJbHBIC ITyOJMKALIMU OTHOCHUTEIbHO MEJIaHOMBI
II craguu, B To BpeMsl Kak u3ydyeHue Haubosee pacnpo-
CTpaHEHHOU MeJTaHOMbI KOXU | cTanuu oTXOOUT Ha BTOPOt
IUIaH, a MOJICKYJISIDHO-TeHeTHYeCKasl TUarHoCTHKa Ha-
YUHAETCS TOJIBKO IIPU IIPOTPECCUU OITYXOJIU M METacTa3H-
poBaHuU. Pe3ynbTaThl HECKOJIBKUX CCIICIOBAHMIT JEMOH-
CTPMPYIOT, YTO pacIipocTpaHeHHOCTh MyTauu V600 B reHe
BRAF nipu MennaHOMe KoM | cTaguy MOKeT TpeBHIIATh
50 % [10]. OnHaKo, COIIaCHO JAHHBIM ITOCIEAHMX KPYITHBIX
CHCTEMATHYECKIX 0030pOB, 3TOT IT0Ka3aTe/Ib HE paccMa-
TPUBACTCSI B KaUECTBE IMPOTHOCTUYECKOTO MapKepa Ipu
MeJIaHOME paHHEe! CTaauu B CBS3U C OTCYTCTBHEM HCCIIe-
JIOBaHUI, TTOCBSIILIEHHBIX JaHHOMY Borpocy [11].

B c¢Bs1311 ¢ 3TMIM 1eJIb HACTOSIIIIETO HCCIIENOBAHMS — M3Y-
YeHHE YACTOTHI BCTPEUYAaeMOCTH 1 IIPOTHOCTUYECKOM 3Ha-
yumocty MyTtaunu VO0OE B rene BRAF nipu MejilaHOME
koxu I craguu.

Marepuansb! u metopbl

Jln3aiin ncciaenoBanns H HA00p manmueHToB. B nccieno-
BaHME BKIJIIOYEHBI 88 MalMeHTOB ¢ MEJTaHOMOM KOXMU Ty-
JIoBUINA U KOHeyHocTel | ctamum. Ctagusi MeJlaHOMBI
OIIpeIe/IsUIach B COOTBETCTBUY ¢ Kiaccudukaimeir Tumor,
Nodus and Metastasis 8-ro nepecmotrpa. Habop naumeHTOB
OCYIIECTBIISIICS PETPOCIIEKTUBHO — Ha OCHOBaHWY aHAJIH-
3a JAHHBIX X MEIULIMHCKUX KAPT U3 EAUHOU MEIULIMHCKON
nHpopMamoHHO-aHanuTnIecKoit cuctemMbl (EMUAC)
. Mocksebl ¢ 2017 o 2023 1. JIaTa ycTaHOBJIEHUSI TMArHO-
3a OIpeessIach Kak BpeMsI ITOIy4eHUS TUCTOJIOTMIECKO-
ro 3aKJIOYCHUS MTOC/Ie YIAJICHUS IIEPBUYHOM OITyXOJIH.
OHa ucIIob30BaNach IJIs pacyeTa BO3pacTa IMalleHTOB
Ha MOMEHT YCTaHOBJICHUS TUAaTHO3a, BpeMEHU HaOIIoIe-
HUS 32 HUMH Y BpeMEHH J0 BO3HMKHOBECHUS PELIMINBA.
Bcem nmareHTaM BITIOTHEHA OMOTICHSI CUTHAIBHOTO JTM(a-
TUYECKOTO Y31, METACTa30B B HEM BBISIBIICHO He ObUTO (pPINO).
Bcem 00bHBIM MPOBEAEH MOJIEKYJISIPHO-TEHETUYECKUIA
aHaju3 OIyXOJIM Ha TpeIMeT OIpeAcsieHUus MyTaluu
V600E B rene BRAF u B ciiy4asix ee OOHapyKeHUSI B Jajlb-
HEUIIEM OLICHMBAJIOCh BIMSHNUE JAHHOU MyTallMy Ha IIpO-
IPEeCCHUIo paHHEH MeJIaHOMBI KOXH.

VauTHIBAIA TaKWe XapaKTePUCTUKK, KaK BO3PACT, IO
MMALMEHTOB, HATMYKE OTSITOLICHHOTO aHAMHEe3a 1 AUCIUIACTH -
YeCKIMX HEBYCOB, JIOKAJIM3ALIUS IIEPBUYHOM OITyXOJIH, a TAKKe
ITPOTHOCTUYECKIE ITOKA3ATe N HATMIME PELIAINBA, BPEMSI OT
YCTaHOBJICHMSI AWIarHO3a 10 Pa3BUTHS PEIIUINBA, XapaKTep
METaCTa3MpPOBaHUsI (MECTHBIN, PETUOHAIBHBINA, OTHATICHHBII)
W JIOKQJIM3aLMsl OTIAJIEHHbIX MeTacTta3oB. Hu onuH 601bHOM
IO peIIMIMBA He ITOIyJal aIblOBAHTHOE JICYCHIC.
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Metomuka onpenenenns myramud V60OE B rene BRAF.
Hs onpenenenust myrauuu VO0OE B rene BRAF ucrionb-
30BaIv TecT Ha MyTtalmu cobas® 4800 BRAF V600 Mutation
Test (tect cobas BRAF) (Roche Diagnostics, CIIIA), oc-
HOBAaHHBIN Ha:

* PY4YHOIi MPOOONOATOTOBKE JJIs1 BbIAEIeHUS TEHOMHOI
JHK u3 Tkanu, GukcrupoBaHHOM (pOpMATMHOM U 3a-
JMTOM B MapaduH;

* amruinUKauy ¢ MOMOIIBIO MOTUMEPA3HON LIETTHOM
peakuuu u gerekuuu JHK-muieHu ¢ ucrnonn3o-
BaHMEM ITap KOMIUIEMEHTAPHBIX ITpaliMepOB 1 2 OJIH-
TOHYKJICOTMIHBIX 30HIOB, MEUYEHHBIX Pa3IMIHBIMU
¢ayopeclieHTHBIMU KpacuteasaMu. OOvH 30H ITpeJi-
Ha3HAYCH IS IETeKIIMH JUKOTO THIIA TIOC/IeIOBATE b-
HoctH V600 rena BRAF, npyroii — 1j1s [eTEKUUU My-
TaHTHOU IocienaoBareabHocTH VO0OE.

Taxcke TOITOTHUTEITLHO MCTIONB30Ba TecT-BRAF-TKaHb
(000 «Tecrlen», Poccust). JHK BeImessm ¢ HOMOIIIBIO Ha-
oopa «IHK-Tkans-®» (OO0 «Tecrlen», Poccus), a ee ko-
JIMYECTBO M YUCTOTY OILICHUBAJIM T10 OTHOIIICHMIO K OITTUYIe-
ckuM mioTHocTsM (optical density, OD) (A260/2801M)
B COOTBETCTBUM C PEKOMEHIALIMSIMYU U3TOTOBUTEIICH IIpH-
MEHSIEMbIX HA0OPOB PEareHTOB.

CrarucTnyeckuii anaau3 gaHabix. CtaTUCcTUYECKUIT
aHaJIN3 IPOBECH C MCIOJb30BaHUEM IIPOrPaMMHBIX 00€e-
crieyenuit IBM SPSS Statistics (Bepcust 26) 1 Jamovi (Bep-
cus 2.2.5). B xome olieHK HOPMaJIbHOCTH pPacTIpeae/ICHIS
KOJIMYECTBEHHBIX IIEPEMEHHBIX TUITOTe3a O HOPMAJIBHOCTHU
ObLJIa OTKJIOHEHA, B pe3YJIBTATe YETO IIPU OIIMCAHNH KOJIH-
YECTBECHHBIX IIEPEMEHHBIX IPUMEHSUIMCH 3HAYCHUST MEIH -
aHbl M MEXKBapTUIbHOTO MHTepBaia (Q,.—Q,,). KayecteH-
HBIC TIepeMEHHBIE OBLIHN IIPECTABICHbI B BUIE a0COMIOTHBIX
3HAYEHMUI (1) M OTHOCUTEIbHBIX Ben4uH (%).

CpaBHeHHME KOJIMYECTBEHHBIX ITEPEMEHHBIX ITPOBO-
nuiock ¢ nmomoubio U-kputepusi MaHHa—YUTHU, Kaue-
CTBEHHBIX TIEPEMEHHBIX — Y2-KPUTEPUSI, Y -KPUTECPUS
C IOIpPaBKOM Heiitca 1 TOUHOTO kpurtepus Ouiepa. s
OLICHKU Oe3pennauBHOI BbpkuBaemoct (bPB) manuen-
TOB UCIOJb30BaHbl MeTol Kaminana—Maiiepa u perpec-
cuoHHbINM aHanu3 Kokca. Paznuuusi B KaXaoM ciydyae
CUNTAJIMCh CTATUCTUUECKM 3HAYUMBIMU T1pu p <0,05.

Pesynbrathl

B uccnenoBanue Bouuiu 88 manueHToB (25 % MyX4nuH
1 75 % XeHIIMH) ¢ MelaHoMoM Koxu | cragun. CpenHuit
BO3pacT 0OJIbHBIX cOCTaBUII 61,5 roga, MearaHa BpeMeHU
HaOmoneHns 3a HUMu — 32,5 (12—214) mec.

[Iporpeccust MeaaHOMBI 3a BpeMsl HAOTIOACHMS Ha-
omonanack y 21 (23,9 %) naiuenra. MenyraHa BpeMeHU
JIO TIPOTPECCUM cocTaBmia 13 mec.

Y 25 (28,4 %) nauueHTOB 00Ileii BHIOOPKK B XOJe
MOJIEKYJISIPHO-TE€HETUYECKOTO UCCIeI0BaHUS OOHAPYXe-
Ha mytaumst V60OE B rene BRAF. B Tab:. 1 mpeacraBiaeHbl
KIMHUYECKHE (DAKTOPBI M IPOTHO3 OOJIBHBIX B 3aBUCUMO-
ctu ot Haymumst mytauun VO0OE B rene BRAF.
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Tabnuua 1. KnuHudeckue pakmopsbi U npo2HO3 nayueHmos 8 3agucumocmu om Hanudus mymayuu V600E 8 2eHe BRAF
Table 1. Clinical factors and prognosis in the patients depending on the presence of V600E mutation in the BRAF gene

ITanueHTsI ¢ MyTaLM- ITanuenTsl 6e3
OO0mnIas BbIOOPKA eii B rene BRAF MyTanuu B rene BRAF
IToka3arelb (n=88) (n=125) (n=163) P
Bospact, menuana (Q,.—Q..), et _ - .
g s (st_Q7SZ)5’ yee715rs 61,5 (49,0-72,3) 56,0 (48,0—66,0) 66,0 (52,0—73,0) 0,058
Ioxn, n (%):
Sex, n (%):
MYACKOI: 22(25,0) 6(24,0) B1z5.4) 0,891%*
male ?
SKEHCKUIA 66 (75,0) 19 (76,9) 47 (74,6)
female
OTsroleHHbIN aHaMHe3, 1 (%)
Aggravated anamnesis, 7 (%) 36 (9.8) 12 ) LT
MucriacTnaeckye HeBYCHI, 1 (%)
s e e, 6 () 21 (23,1) 7 (28,0) 14 (22,2) 0,767**
Jlokanu3zanysi IepBUIHOM omyXxoiu, # (%):
Primary tumor location, n (%):
BEpPXHUE KOHEUHOCTH 20 (22,7) 4 (16,0) 16 (25,5) 0,505%*
upper limbs
HIDKHYE KOHEYHOCTH 29 (33,0) 6 (24,0) 23 (36,5) 0,382%*
lower limbs
IPyAHAst KJIETKA 27 (30,7) 8 (32,0) 19 (30,2) 0,529**
thoracic cage
MOSICHUYHAasI 00JIaCTh 4 (4 5) 3 (12 0) 8 (1 6) 0.068***
lumbar area ’ ’ ’ ’
00J1aCThb XXUBOTA sk
abdomen 7 (8,0) 4 (16,0) 3(4,8) 0,097
0.
g{&%‘g‘ma" obJacTh 2(1,1) 0 1(1,6) 1,000%#*
TIporpeccus omyxoinu, n (%)
T T sy 21 (23,9) 11 (44,0) 10 (15,9) 0,012%*
Bpewms no nporpeccun, Mmenrana (Q,.—Q..), Mec
Tirme to progression, median (erdis)’ e onths 13,0 (11,0—36,0) 13,0 (10,0—31,0) 18,0 (11,0—45,0) 0,647
MeracrasupoBanue, n (%):
Metastases, # (%):
MECTHOE 2(2,3) 1(4,0) 1(1,6) 0,490%**
local
pervuoHaibHOe 6 (6,8) 6 (24,0) 0 <0,001***
regional
OTHANEHHOE 6 (6,8) 1 (4,0) 5(7,9) 0,450%**
distant
HECKOJILKO BapUaHTOB 7 (8,0) 3 (12,0) 4 (6,4) 0’400***
several types
OrnaneHHble MeTacTassl, 1 (%):
Distant metastases, 7 (%):
| ToKanu3anus 6(6,8) 2(8,0) 4(6,4) 1,000%**
1 location ’
>2 JIOKaJIM3aUuu 6(6,8) 2 (8,0) 4 (6,4)

>2 locations
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OkoH4aHue mabn. 1
End of table 1

ITanuenTsl ¢ MyTaIM- ITanuenTsi 0e3
O0mas BbIOOPKa eii B reie BRAF MyTaiuu B reie BRAF
IToka3zarenn (n=88) (n=25) (n=63) p
Jlokanu3anusi OTHaIeHHBIX METacTa30B, n (%):
Distant metastasis location, # (%):
KOCTU 5(5,7) 3(12,0) 2(3,2) 0,137
bones
JIeTKHe 9 (10,2) 2 (8,0) 7 (11,1) 1,000%**
lungs
TOJIOBHOM MO3T 3(3,4) 0 3(4,8) 0,556%**
brain
WSS 3(3,4) 1 (4,0) 2(3,2) 1,000
liver
*2-kpumepuii. **y’-kpumepuii c nonpasioii Heiimea. *** Tounsiii kpumepuii Quuwepa.
IIpumenanue. 2KupHoim wpugmom evidenenst Haubosee 3HavuUMble KAUHUYECKUe akmopsl 8 3agucumocmu om Haauuus mymauyuu V60OE 6 cene BRAF.

Q,.— 25-it keapmuav,; Q.. — 75-ii Keapmuns.
*y2-test. **y>-test with Yates correction. *** Fisher’s exact test.

Note. The most significant clinical factors depending on the presence of the V60OE mutation in BRAF gene are shown in bold. Q,.— 25" quartile;

Q,s— 75" quartile.

B xome cpaBHEHUS BBISIBJICHO, YTO T10 BO3PACTHO-TIONO-
BOMY COCTaBY, JIOKJIM3AITH OITyXOJI!, HAIMIMIO TUCTIIACTH-
YeCKMX HEBYCOB M OTATOILICHHOMY HACJICICTBEHHOMY aHaM-
He3y malyeHThl ¢ MyTanyeil B reHe BRAF v 6e3 Hee ObUIA
coroctaBUMEL. bosbHBIe ¢ MyTalMeit OKa3aIich MOJIOXKE, YeM
OoJIbHBIC, Y KOTOPBIX OHA He ObUIa OOHapyXeHa (MeauaHa
BO3pacTa 56 1 66 jeT COOTBETCTBEHHO), ONHAKO YPOBEHD
3HAYMMOCTH JAHHOTO (haKTopa OKa3ayiCs IMOrPaHUIHBIM
(p = 0,058). AHaornyHasi TCHACHIIAS OTMeYaIach U IS
JIOKAIM3alUK MeJIAaHOMbIL: Mpy Hajuuuu Mytauuu V600OE
B reHe BRAF ornyXoJIb Yallie JIOKaJa1M30Bajlach B 00JIACTH K1~
BOTA U ITOSICHUIHOM 00JIACTH, YeM MIPY €€ OTCYTCTBUU, OTHA-
KO YPOBEHb 3HAYMMOCTH JAHHOTO TTOKA3aTeJIsI TS pa3ImIuit
TaKKe OBbLT IIOrPAaHUYHBIM (C YUYETOM KaXKIOM JIOKATN3aIUN
(p=10,068 1 p = 0,097 COOTBETCTBEHHO)).

3a BpeMsT HaOTIOACHUS IIPOTPECCHs OITyXOJI HAMHO-
ro 4aie oTMeyajach y mauueHToB ¢ myrauueii VOOOE
B reHe BRAF, yem y nauveHToB 0e3 Hee: B 44 u 15,9 % ciy-
JaeB cooTBeTcTBeHHO (p = 0,012).

Bo Bpems peluauBa y naiueHToB ¢ myTanueit VOOOE
B reHe BRAF Jaiie BO3HUKAJIO perMOHAIbHOE METacTa3 -
poBanue. Y 3 (12 %) 60JibHBIX OTMEUAIOCh METACTA3MPOBA-
HHE cpa3y Ha HECKOJIBKUX YPOBHSX: Y 1 — MeCTHOE 1 OTHa-
JIEHHOE, Y 2 — perMOHAIbHOE 1 OTHAJICHHOE. Y TAIlMEHTOB
0e3 MyTaruu B TeHe BRAF JacToTa pa3TMIHbIX BApUAHTOB
MeTacTa3upoBaHusI Oblia 3HaUnTeIbHO Hike. [1pu Hamumm
MyTallMU OTHAJICHHBIC METacTa3bl Yallle JIOKAIM30BaINCh
B KOCT$IX, YeM B cJiydasix ee orcyrctBus (12 % city4aes mpo-
TuB 3,2 % cily4aeB), OMHAKO pa3IM4IMsl OKA3aIUCh CTATUCTU-
yecky He3HaunMMbIMHK (p = 0,137). Y 8 G0IBHBIX ¢ MyTamueit
B reHe BRAF mertacTta3pl OTMEYaIUCh B JETKUX, vV 4 % —

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

B II€YEHU, OJHAKO Pa3INuMsl ¢ O0JIbHBIMU 0€3 MyTaLluK TaK-
K€ OKa3aJIMCh HE3HAYMMBIMMU.

Jlokanmzaiyst OTHaJIeHHBIX METACTA30B IIPH MEJIaHO-
Me Koxu I craguu B 3aBucuMoctu ot BRAF-craryca mo-
Ka3aHa Ha puc. 1.

BbespenmauBHas BEDKMBAEMOCTD MAIIMEHTOB C MeJa-
HOMOM KoM | cTaguu mipu pa3IM4yHbIX CpoKax HabIoae-
HUs ¢ MyTanueii B reHe BRAF n 6e3 Hee B 3aBUCMMOCTH OT
CpoKa HaOmoAeHUsI TpeACcTaBlieHa B Ta0n. 2 u 3.

CoryacHo Noay4eHHBIM JaHHBIM 1-7eTHsasg BPB na-
LIMEHTOB 0e3 Mmyranuu B reHe BRAF cocrasmia 95 %,
3-nerusas — 87 %, 5-netHsad — 65 %, 4TO 3HAYUTEIHLHO
IIPEBBIIIAI0 AHAJIOTUYHBIC IOKA3aTeIM Yy MAIlMeHTOB
¢ MyTanuei B 3toM rete: 84, 57 u 37 % cooTBETCTBEHHO.

Ha caenyromiem stane bPB 601bHBIX MeTaHOMOM KO-
xu I craquu B 3aBricumoctyt ot mytanuu V600 B rene BRAF
ObUIa MpeACTaB/IeHa C ITIOMOILbIO KpUBbIX Kamiana—Maii-
epa (puc. 3).

Pe3ynbraTel aHamM3a BBDKMBAEMOCTH ITOKA3ajIH, 9TO
MenuaHa cpoka BPB, cooTBeTcTByI0O1LIas1 IIpeanonaraeMo-
My CPOKY pa3BMTHUsI peLiarBa He MeHee ueM y 50 % mnanu-
€HTOB, Y OOJIbHBIX MejlaHOMOM | cTtaguu ¢ Myrauuei
B reHe BRAF un 6e3 Hee coctaBwia 40 u 204 Mec cooTBeT-
CTBEHHO, CPEIHMIT CPOK BOSHMKHOBEHHS PELIANBA HE MCHEe
yeM y 50 % narienToB — 48,9 + 7,6 u 144,9 £ 23,4 mec cooT-
BETCTBEHHO. 3aBHCHUMOCTh PUCKA Pa3BUTHUS peIUIVBA
OT HaJIM4Ms MyTaluuu B TeHe BRAF nipu MenaHoMe KOXU
I craguu, olieHeHHasT ¢ TOMoIIbIO log-rank Kputepuss MaH-
tensi—Kokca, Obla crarrcTidecku 3Haunmoi (p = 0,012).

[Ipu orieHKe BAMSIHYSA HATMYMSI MyTalluu B reHe BRAF
Ha PUCK Pa3BUTHUsS PeMANBA Yy MAIIMEHTOB ¢ MEJIaHOMOI
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Puc. 1. Jlokanuzayus omdaneHHsIx Memacmasos npu meaaHome Koxu I cmaduu 8 3asucumocmu om BRAF-cmamyca
Fig. 1. Location of distant metastases of stage 1 cutaneous melanoma depending on BRAF status

Tabnuua 2. be3peyudusHas BbLKUBAGMOCTIE NAYLIEHMOB ¢ Menaromoli Koxu I cmaduu ¢ mymayuell 8 2eHe BRAF 8 3asucumocmu om cpoKos Hab/o0eHUs

Table 2. Recurrence-free survival of patients with stage 1 cutaneous melanoma and BRAF gene mutation depending on the follow-up duration

Follow-up duration,

months Recurrence-free

survival, %

Number of patients under oncologist’s

observation at the end of follow-up, n Risk of recurrence, n (%)

0 100

1(4) 96
4(16) 84
6 (24) 76
7(29) 71
8 (43) 57
10 (51) 49
11 (63) 37

Tabnuua 3. be3peyudusHas BbLKUBAEMOCTIb NAUUEHMOB ¢ MenarHomol Koxu I cmaduu 6e3 mymayuu 8 2eHe BRAF 8 3a8ucumocmu om CpoKos HabnodeHus
Table 3. Recurrence-free survival of patients with stage 1 cutaneous melanoma and without BRAF gene mutation depending on the follow-up duration

Follow-up duration,

months Recurrence-free

survival, %

Number of patients under oncologist’s

observation at the end of follow-up, n Risk of recurrence, n (%)

1(2) 98
3(5) 95
5(8) 92
5(8) 92
7(13) 87
9 (35) 65
9 (35) 65

CapkoMbl KocTeid, MArKUX TkaHeit 1 onyxonu koxu Journal Bone and soft tissue sarcomas, tumors of the skin 2024 | Tom16 Volume 16 | Ne3 Issue3
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Fig. 2. Recurrence-free survival of patients with stage 1 cutaneous melanoma depending on V600 mutation in the BRAF gene. Kaplan-Meier curves

Koxwu | ctanuu ¢ momoiipio MeToaa perpeccun Kokca
ObLI1a IToJTy9eHa MOJIE]Tb, KOTOpasi IToKa3ajla CTaTUCTUICCKI
3HAYMMOE YBEIMICHUE PHCKA PAa3BUTHS PeIIIVBA MeIa-
HoMmbI Koxu | ctamuu (B 2,973 paza) rmpu HAITMIUUA MyTa-
uuu B reHe BRAF (p = 0,016). Mogaenb oka3anach CTaTU-
cruyecku 3HaumMmoit (p = 0,012). 3maueHue —2LL
ISt 6a30BOI MOJIENIN COCTaBuMiIO 155,7. DTOT Moka3arelib
IIJIST MOJIEJIU ¢ y4eToM MyTaluu B reHe BRAF oxa3zancs
3HauuMo Huxke (—2LL = 150,0; 2= 6,333; p = 0,012),
T. €. Hallla MojieJib o0JiafaeT OoJIblliel IpeacKa3aTeJbHOK
CIIOCOOHOCTBIO T10 CPaBHEHUIO C 0a30BOIA.

06cyxpaeHune

ITpu nepBrYHOI MeTaHOME KOXH 10 85 % Bcex omy-
XOJICH MpeACTaBIIEHBI JOKAIM30BaHHBIMH (opMaMi,
B 10 % ciny4aeB BBISBJISIIOTCS perMOHApHbIE METACTa3bl,
B 5 % — otnanenusle [12]. [Ipu aToM moutu y 1/3 maru-
€HTOB C JIOKaJIM30BaHHBIMH (hopMaMU HAOIIOIAETCS IIPO-
rpeccupoBaHUe 3a00JIeBaHNS C JIOKAJIBHBIM M OTHAJICHHBIM
MeTacTtasupoBaHueM [13]. CoracHo pe3ynsrataMm Uccle-
noBanud S.S. Ertekin u coasr., 10-netHs1s BPB mamenToB
¢ MejdaHoMo#l koxu IA cragum cocrabiuser 88—91 %,
IB crapuu — 79—80 %, MmennaHa BpeMeHH OT YCTaHOBJIE-
HUS IMarHo3a 10 BRISIBJICHUS IIEPBOrO MeTacTa3a IIpu Me-
smaHoMe Koxu I cragum — 3,32 roga (MeXKBapTUIbHBIN

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXonn KoXu

uHtepBai 1,72—6,14 roga) [13]. [Ipu 3TOM IOTEHLIUATIb-
HbIe (DaKTOPHI PUCKA Pa3BUTHUS PEUINBA, IIPOTPECCUH
OITYXOJIM WU METacTa3MpOBaHUS NIPU MeJIaHOME KOXU
I cTamum ocTaroTCs He 10 KOHIIA U3YYECHHBIMU.

OnHUM U3 BaxKHEHUIIINX TPOTHOCTUYECKUX (PaKTOPOB
IIPU PacIpOCTPaHEHHBIX (OopMax MeJTaHOMBI SIBIISIETCS
Hanmaue Mytanuii B reHe BRAF [14], oqHako mist Mena-
HOMBI KOXU | cTammy pyTHHHOE MOJIEKYJISIPHO-TEHETHIE -
CKO€ MCCIIeIOBaHNEe HEe PEeKOMEHIOBAHO, OHO BBITIOJIHSI-
€TCs TOJIPKO B CIIydae JaJbHEMIIero mporpeccupoBaHs
3a0oseBanus [9]. TeM He MeHee TIpY JaHHOM ITATOJIOTUH
OYCHB BaXkKHA OIIcHKA (DAKTOPOB PUCKA PELIMINBUPOBAHMS,
KOTOpast MOXKET CYIIECTBEHHO YBEITMINTDH BBLKUBAEMOCTD
NalMeHTOB B 3MOXY TapreTHoil tepanuu [15]. B cBs3u
C 3TUM MBI IPOAHAIU3UPOBAIN PACIIPOCTPAHEHHOCTD
M MPOTHOCTUYECKYIO 3HaumMocTh Mytauuu VO0OE B re-
He BRAF nipu MenaHoMe Koxu | craguu 1 BriepBbIe TTOKa-
3aJId, 4TO ee Hajmmuue B 2,973 pasza yBeIMunuBaeT pUCK IIPo-
rpecCUpOBaHUs IIOCJEe MNEPBUYHOIO pPagMKaJIbHOTO
ncceyeHus1 omyxonn. CpemHui CpoK BOSHMKHOBEHUS pe-
LIMAMBA He MeHee YyeM y 50 % malueHTOB MpY OTCYTCTBUN
MyTtaumu B TeHe BRAF cocraBu 144,9 + 23,4 mec, ipu ee
Hammuuu — 48,9 = 7,6 mec. ConIacHO MOMYyYEHHbIM HAMK
JTAHHBIM MoKa3atenu 1-, 3- u 5-netneit BPB 601bHBIX Me-
sraHomoit koxu I craguu ¢ myrauumeit VO0OE B rene BRAF
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0Ka3aJIMCh 3HAYNTEIHPHO HIDKE, YeM Y TTAIIMEHTOB 0e3 Hee:
84,571 37 % 195, 87 1 65 % cOOTBETCTBEHHO. AHAJIOTMYHbIE
JTAaHHBIE HA CETOMHSIITHII ICHh OTCYTCTBYIOT, HO B HEKOTOPBIX
HCCIICIOBAHMSIX OLICHMBACTCS PACIIPOCTPAHEHHOCTD MYTAITI
B reHe BRAF 1ipu 3a00J1eBaHNM Pa3IMYHbIX CTaauiA.

PacnipocrpanenHocts mytanmu V600 B rene BRAF ipu
IIePBUIHON MeJIAHOME KOXH C YIETOM CTAINH 3200 IeBaHMS
6bu1a n3ydeHa O. Dudin u coaBr. [16]. Toabko y 16 (5,4 %)
13 299 OONBHBIX TIEPBUYHOM MEJIAHOMOM TMarHOCTUPOBaHA
menanoMa I ctaguu. Y 31,3 % (y 5 u3 16) U3 HUX BbISIBJIEH
MYTaHTHBIN BapuaHT BRAF, B TO BpeMs KaK Y OCTaBIIIMXCSI
68,7 % (y 11 u3 16) naieHTOB OOHAPYXKEH I'eH 0e3 MyTaluu
[16]. Cornacno manabiM H.W. Lee 1 coaBT., MyTaHTHBII
amenb BRAF npucytctByeT y 18,8 % (y 3 u3 16) GONBHBIX
MeJlaHOMOM Koxku | cragun, a'y ocraBimxcst 81,2 % 601b-
HBIX — I'eH 0e3 myTauuu [17].

B pabote L. Schneider u coaBT. 1151 cO30aHUS KJ1acCU-
¢uKamun, oTpaxKarIeil BepOITHOCTh HAIMYMS MyTallli
B reHe BRAF Ha OCHOBaHMHU KJIMHUKO-ITATOJIOTMIECKIX
XapaKTePUCTUK MEJTAHOMBI, MCIIOIb30BaHbI TOCTYITHHIC
0a3bl JAaHHBIX IIpOeKTa «ATjac pPaKOBOTO TreHOMa»
(The Cancer Genome Atlas, TCGA). ¥ 49 u3 171 nauueH-
Ta ¢ MEJIAHOMOM KOXM TUAaTHOCTHPOBAHO 3a00JeBaHUE
I ctapuu, npudeM y 53,1 % BbISIBICH MyTaHTHBIA ajljieib
BRAF[10], 4T0 3HAUMTETLHO MPEBOCXOIMIIO YaCTOTY pacIIpo-
CTpaHEHHOCTH MYTalli{ B HAIIeil KOTOPTE TAIlEHTOB, KO-
Topast coctaBuiia 28,4 %. L. Schneider u coaBT. mpoaHanmn3u-
pOBaid TJaHHbIE YHUBEPCUTETCKOM KJIMHUKM MaHrelima
(IepManust) u BeisiBWIM, 4TO y 23,1 % (3 u3 13) GOJIBHBIX
MEJTAHOMOM KOXU | cTamiu prcyTCTBOBajIa MyTallysl B IeHE
BRAF [10], 9TO sy4llle COINIACOBBIBAETCS C TTOy4YEHHBIMU
HaMU pe3y/isrataMu. B xone n3ydeHnst pacrpocTpaHeHHOCTH
mytarmn VO0OE B reHe BRAF Ha MpIIaHACKON TTOMYJISILIMA
0OHapyXeHO, YTO TONBKO Y 5 (9,6 %) u3 52 mauueHTOB
¢ MesmaHoMamu Kok pT'1a 1 pT1b ObUT MyTaHTHBI BApUAHT
storo reHa [18]. I1pu 3TOM Takas HM3Kasl pacrpoCcTpaHeH-
HOCTb, XapaKTepHasl VTSI KaKIOi cTamuy 3a00J1eBaHMS, pac-
CMaTpHBaJIaCh aBTOpaMHM KaK HeOJIaronpUsTHBIN ITOITYJIsI-
LIMOHHBIN (haKTOP, aCCOLMMPOBAHHEBII ¢ HEBO3MOXKXHOCTBIO
IajgbHeIero mogoopa TapreTHoi repanuu [18].

S. Naimy 1 coaBT. NpoaHAIM3UPOBAIN PaCIIPOCTPaHEH-
HocTb 1 bPB naieHToB B 3aBUCMMOCTU OT HAJIMYMSI MyTa-
uru VO0OE B reHe BRAF nperMyIIECTBEHHO Ha KOTOpTe
MALMEHTOB ¢ MeTaHoMo koxu I crammu [19]. YV 104 (62,6 %)
13 166 MalyeHToB C IEPBUYHOM MEJIAHOMOI TUArHOCTUPO-
BaHa | cramms 3aGoneBanus, y 24 (14,5 %) — IIA,
y 38 (22,9 %) — 111. ¥ 51,9 % GoabHBIX ¢ OIyXx0Jbio | cTa-
nnu ooHapyxeHa mytarus VO00E B rene BRAF. Yacrora
€e BCTPEYaecMOCTH HaMHOTO IIPEBBICHIIA 3TOT IOKA3aTesIb
B HaIlIeM MCCIICIOBAaHUN. JIOTTOTHUTEILHO aBTOPHI BBISIBU-
JIU, YTO HAJIMYME ATOM MyTalUU HE MPUBOAUT K MOBBI-
meHuIo ypoBHs skcnpeccuun 6enka BRAF a aktusanus
CUTHAJIBHOTO ITyTH B TAKOM CJIy9ae MOXET OBITh CBSI3aHa
C POCTOM OMOXMMMYECKO aKTUBHOCTU OJHOMMEHHOM
MMPOTeMHKWHA3BI Ha (hoHe MyTaluu. B xone aHanm3a BbI-
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KMBAaeMOCTU NMALUEHTOB C MEPBUYHONM MeJIaHOMOI 0OHa-
pPYXeHO, 4To MyTalus B reHe BRAF cBsi3aHa ¢ MEHBIIIUM
PHUCKOM DPa3BUTHS pelUAVBa 3a00JIeBaHUSA U JIYIIIUMHU
ImoKa3aTeJsIMU OO0Ieil BEIKMBAeMOCTH, OMHAKO 3TO HE
corjlacyeTcsl C TaHHBIMHM HaIlleTo MCCleAoBaHMs. Takue
PE3YJIBTaThl MOTYT OBITh CBSI3aHBI C T€TEPOTEHHOI BBIOOD-
KOM, cocTrosdileil Kak U3 00JIbHbIX MEJIAaHOMOM paHHUX
CTaIIWii, TaK 1 U3 OOJIBHBIX C HATMIMEM METaCTa30B B JINM-
daTyecKurx y3jax, a TAaKKe ¢ Tepalrmeii, KoTopass Morja
VIIYYIIATh ITOKA3aTeIN BEKMBAEMOCTH TTAIIUEHTOB C MY-
tauueit VOOOE B rene BRAF [19, 20].

M3ydeHre MpOorHoCTUYECKOM 3HAYNMOCTH MYTalluy
B reHe BRAF nipu MenaHoMe KOXH IIPOBOIUIIOCH PSIIOM
HCClIeqoBaTeIeit, OMHAKO B KaXKIOM CIyJae BRIOOpKa SIB-
JISIIach Pa3HOPOOHOM, YTO MPUBOIMIO K BKIIIOUCHUIO
B aHaJIM3 MAIlMEHTOB ¢ 3a00JIeBaHUEM Pa3IMYHBIX CTaIHi
U HE TTO3BOJISIO TIOJIYYUTh JOCTOBEPHBIC PE3YJIBTATHI LIS
Kkaxmoit rpyrmsl [21, 22]. CormacHo gaHHBIM J. Rubid-
Casadevall u coaBT., YacToTa BCTPEYAEMOCTH MYTalLlUU
B reHe BRAF npu mellaHoMe KOXMU in Situ COCTaBUIIa
38,9 %, npu MHBa3MUBHOM MeslaHoMe — 53,8 %. I1pu sToM
BRAF-cTatyc onyXoJIM He OKa3bIBaJl BIUSHUS HA BBIKU-
BaeMOCTb ITALIMEHTOB, HE3aBUCUMBIM IIPEIUKTOPOM ObLIa
TOJILKO CTaJMsI OTYyXOJIeBOro mpoiiecca [23]. AHanus mpo-
rHOCTMYECKOM 3HaunMocTy mytaumu VO0OE B rene BRAF
BoeimosHeH Takke B pabote F Tas u K. Erturk Ha xoropre
nauueHToB ¢ MeslaHoMoi Koxu I—I1 cranuu. Pactipoctpa-
HEHHOCTh MyTallMU B JaHHOM rpyIne coctasuia 43,6 %.
IIpu 3ToM pa3Hullbl B IoKa3aresx obuieid u bPB B 3a-
BUCUMOCTU OT BRAF-cTaTyca BBISIBIIEHO He ObLIO [24].
IMoxoxue paHHble MonydyeHbsl 1 M.A Wilson 1 coaBT.:
y 56,5 % (48 13 96) manMeHTOB ¢ MeJlaHOMOM Koxu | cta-
UM, Y KOTOPBIX OTMEeYaJIach IIPOTPECCHs OITyXOJI1, OOHA-
pYyXeH MyTaHTHBI BapuaHT BRAF, B TO BpeMsI KaK y OCTaB-
muxcs 43,5 % — ren 6e3 myrauuu. B xome usydeHus
BIsHUS MyTaluu B reHe BRAF Ha BPB B o0111eii BEIOOpKE,
COCTOSIIEN M3 TALIMEHTOB C MEPBUYHOU MEJTAHOMOU
I—III cranuu, Takxe BbIsIBIIEHO, UYTO BRAF-cTaTyC HE acco-
LIMAPYETCS C MPOrHO30M orryxoiu [25]. OmxHako B ucclie-
JIOBAaHMSIX HE OIICHUBAJIACH IIPOTHOCTUYECKASI 3HAYMMOCTh
HaJIM4Ms MyTalluM P Kaxkaoi u3 ctaguii [23—25].

Takoii aHanu3 o MeJdaHOMbl KOXU | ctaguu ObL
BIIEPBBIC IIPOBEICH B HACTOsAIIEH padoTe. CoriacHo Imory-
YeHHBIM HAMH JaHHBIM IIPOTPECCUPOBAHNE MEJTaHOMBI
koxu | cranuu HaGmonanock y 44 % naluneHTOB ¢ MyTa-
uueit V60OE B rene BRAF uy 15,9 % naiueHToB 0e3 Hee
(p =0,012), mpryeM B CCIIEIYEMOM IPYyIITIe JYallle BCTpe-
4aJI0Ch PETMOHAPHOE METACTa3MPOBAHME C IIPECUMYIIIECT-
BEHHOW JIOKAIN3aMEe N OTIAJIEHHBIX METACTA30B B KOCTSX.
B xoze o1ieHKY BIUSIHUS HAIMYWS MyTalluu B TeHe BRAF
Ha PUCK IIPOTPeCCUPOBaHUS Y MALIMEHTOB C MEJIaHOMOI
KoM | cTaguu ¢ moMollbio perpeccioHHoi Mmoaean Kok-
ca BBISIBJICHO, YTO HAJTMYME MyTallnu B 2,973 pa3a yBenu-
yyBaeT pUcK MeTactasupoBanus (p = 0,016). D1o oTpaxa-
ercs1 1 Ha cpokax bPB B kaxgoii u3 rpymi.
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[NonyyeHHBIC TaHHBIC YKA3hIBAIOT HA TIPOrHOCTUYECCKU
HeOIaronpuATHYIO ponb Hamuuns Mytauuu VO0OE B re-
He BRAF ipu MenaHoMe Koxu I ctaguy B OTHOIIEHWHN AT~
HEMIIIETo MPOrpecCUpOBaHMsT 3200 IeBaHNS, UYTO CBUICTEITb-
CTBYeT O HEOOXOAMMOCTH BBIITOJTHEHUS TOMOJHUTEIBHOTO
MOJIEKYJISIPHO-TEHETMUECKOTO aHa/IN3a B JaHHOM TpyIIIe
TMMALIIEHTOB C IEJIhI0 PAHHETO BHISIBJICHHS YUIH ITPSIOTBpAIIIe-
HMSI Pa3BUTHS PEIIUIMBA B SII0XY TAPTETHOM TePaITvH.
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Primary cardiac osteosarcoma is an extremely rare malignant tumor, its incidence is less than 10 % of all primary
cardiac sarcomas. Currently, less than 100 cases of this disease have been reported, and there is no consensus on the optimal
approaches to treatment. The article presents a clinical case of primary cardiac osteosarcoma noting the effectiveness
of two chemotherapy lines and describes difficulties in tumor morphology interpretation.
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BeepeHue

YacTora BCTpeuyaeMOCTH IIEPBUYHBIX OITyXOJIeH cep-
a, 10 JaHHBIM CEPUU AyTOIICMMHBIX MCCIECIOBAHUMA,
cocrasisier 0,001—0,03 % ciyyaeB OT 0OOLIEro 4ymMcia
MaleHToOB ¢ HOBooOpa3zoBaHusMmu [1, 2]. IIpumepHO
25 % mnepBUYHBIX OMYXOJIei cepala SIBISIOTCS 3J10Kade-
CTBEHHBIMH |3, 4], OOJIBIIMHCTBO KOTOPBIX MPEICTABICHO
capkomamu [5—8]. B cBoro odepenb, mepBUYHASL OCTEO-
capkoMa coctaniisieT MeHee 10 % BceX TIepBUUHBIX CAPKOM
cepaua [9].

CorjlacHO ONMMCAHMSAM KIMHUYECKUX HAOMIOIeHUI
[10—25] mepBUYHas ocTeocapkoMa cep/lia XapaKTepru3y-
eTcst arpeccuBHBIM TedyeHneM. J1o 80 % maiyeHToB ¢ 31O
ITaTOJIOTHEH yKe MMEIOT IIPU3HAKM OTIAJICHHOTO MeTacTa-
3UPOBAaHUS HAa MOMEHT IIEPBUYHON TMATHOCTUKM.

Bri6op neueHus1, Kak mpaBujio, OpeaesseTcsl aHaTo-
MUYECKOM JIOKaIM3aluuell MepBUYHON OIIyXOJId, €€ pa3-
MepoM, MOP(DOJIOTHEl, CHMITTOMOKOMILIEKCOM 1 pacIipo-
CTPaHEHHOCTHIO 00J1e3HU. XMPYPruyecKoe BMEIIaTeILCTBO
B OCHOBHOM HEpaIMKaJIbHO M3-3a HEBO3MOXHOCTU CO-
O0IeHYSI IPUHLIMIIOB abi1acTUKU. [IprMeHeHune JIydyeBhIX
METOIOB JiedeHUs orpaHndeHo. COOTBETCTBEHHO, 0OJIb-
LIIYIO poJib UTpaeT JieKapcTBeHHas Tepanus. Beioop ee
PEXXMMOB, KaK IIpaBUJIO, OIpenessieTcss Mopdoioruei
OITyXOJIM C YYETOM M3BECTHOM YyBCTBUTEIIBHOCTH TIEPBUY-
HBIX CApKOM JIpYTUX JIoOKanu3auuii. Takum o6pa3zoM, Kiito-
YyeBBbIM (PaKTOPOM B BBIOOPE JIeUeHUS SIBNISIeTCS MOP(OII0-
rust omyxonu. IS WiUTIOCTpalMy 3TUX ITOJOXEHUM
MIPUBOIMM KJIMHUYECKUI Cirydait 3¢ (HeKTUBHOTO JTeUSHMS
MEPBUYHONM CapKOMBI cepia, uMelolieit Mopdosoruye-
CKMeE IIPU3HAKU OCTEOCAPKOMEIL.

KnuHunueckun cnyyai

boavnasa M., 35 nrem, 6e3 KauHu4ecKu 3HAUUMBIX CO-
nymcmeyouux 3a604e6anuii, 6vira 06credosana 6 césa3u
¢ acanobamu Ha 00blUKY NPU MUHUMANBHOU (DU3U4eCcKoll Ha-
epyske. Ilo dannbim sxoxapouoepaguu (IxoKI) u komnuro-
mepnoii momoepaguu (KT) opeanoe epydHoii knemxu ¢ 6Hy-
MPUBEHHbIM KOHMPACMUPOBAHUEM BblA6AEHO ONYX01e8UOHOE
obpasoeanue 6 cepdye, cybmomanvho 3aHUMaroujee No10Cms
A1e8020 npedcepdusi, npoaadbupyrulee yepe3 MUMpALbHbLi
KAGNAaH 8 N0A0CMb 1€6020 JHceny0oUKa.

1lo mecmy scumenscmea 6 ycaosusx kapouoxupypeuue-
ck0eo omoenenus 20.08.2021 no sxcuzHeHHbIM NOKA3AHUAM
6bINOIHEHO YOaneHue HOB000PA308aHUs 16020 npedcepoust
C UCNOAb308AHUEM ANNAPAMA UCKYCCMBEHH020 KP08ooOpa-
wenus. Pe3yabmam eucmonoeueckoeo uccie0o08anus uHmep-
NpemupoBar KaK 310KauecmeenHas MAeKOMKaHHAsL ONYXO0Ab,
capkoma. Tlonyuennvie danHble boavlie caudemenscmeosanu
0 neilomuocapkome. bolio 3anAaHUPOBAHO UMMYHORUCMOXU -
muueckoe (UTX) uccaedosanue c ueavio dugpgpepenyuarsHo-
20 duaeHo3a ¢ padooMuUoCapKomoll.

IIpu nepecmompe 20moguix eucmono2uueckux npenapa-
moeé 6 Hayuonanvrnom meduyunckom ucciedo8amenbckom
yeumpe onxonoeuu um. H. H. baoxuna Hosoobpazoeanue pac-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

YeHeHO KaK 310KauecmeeHHAs Me3eHXUMAAbHAS N1eOMOPPHAS
ONYX01b, COCMOAWASL U3 OKPY2AbIX U 8ePemeH08UOHbIX Ke-
MOK, MeCMamu opMupyrowUx Xaomuutsle NyuKu, ¢ Haiu-
yuem eu2aHmMCKUX MHO2010epHbIX KAeMOUYHbIX popM, yuacm-
Kamu amunu4yHo2o ocmeouda, 8blCOKOU MUMOMUUECKOL
AKMU8HOCMbI0, 0OUUPHBIMU 30HAMU HEKPO3a, MUKCOMAMmMO-
3a, KPOGOU3AUAHULL U 04A208 KCAHMOMHbIX Kaemok (puc. 1).
Ilodobuas kapmuna 6 boavuueil mepe xapaKkmepua 045 nep-
BUMHOI 0OCMeocapKoMsl cepdua.

C yenvio ymouHenus eucmoeene3a onyxoni 00NoAHUMenb-
Ho nposedeno HIX-uccaedosanue. Buvisseaena sxcnpeccus
sumenmuna (vimentin) (Oughysnas yumonaazmamuueckas
noA0MCUMeNbHAS PeaKlusl 8 onyxonesvix kaemkax), SATB2
(special AT-rich sequence binding 2) (adepnas noaoxcumens-
Has peakyus 8 4acmu ONyxo1e8ulx KAemok), 2A1a0KoMbluie -
Hoeo akmuHa (smooth muscle actin, SMA) (yumonaazmamu-
Yeckasi NOA0JICUMENbHAS PEAKUUsl 8 ONYXO01e8biX KAeMKAX).
Hudexc npoaugepamuenoii akmugHoCmu 8 ONYyxXoae8uix
Kkaemkax (Ki-67) evicokuit — 75 % (puc. 2). Peaxyuu na
MDM?2, CD68, CK (AE1) u CD31 6 onyxonesbix kaemkax
Oblau ompuyamensHuiMu; peyenmopsl scmpoeeros (ER) — 0 %
(0 6annos).

Hcxoos u3 noayuennbix pe3ynbmamos, H08000pazoeanue
1€6020 npedcepdusi ¢ 06CMpyKyueil MUMpPAlbHO20 KAANaHA
0bL10 pacyeneno Kak nepeuunas ocmeocapkoma G, ocmeo-
baacmuueckoeo éapuanma.

IIpu o6caedosanuu uepes 1 mec nocae xupypeuueckozo
AeUeHUs1 BbIABAEHbl NPOOOAICEHHDII POCH ONYXOAU 8 1€80M
npedcepduu u memacmassl Ha oprowute. Ilo dannoim KT
0pean08 2pyoHoIl KAemKY U OPIOWHOL NOAOCMU C BHYMPUGEH-
HbiM Kormpacmuposaruem om 24.09.2021 6 nosocmu nego-
20 npedcepdust 00HApyI’CeHa OCMAMOYHAsL ONYX0Ab pa3mepa-
mu 0o 2,8 x 2,0 cm, ucxo0auas uz ycmosi 1€6blX N1€204HbIX 6eH
(puc. 3, a); Ha 6prowuHe 8U3YAAUUPOBANOCH MHOICECMBO
onyxoneevix y3108, Haubosee KpYNHulll — pasmepamu 00
1,7 x 1,0 cm (puc. 3, 6); 6 obaacmu manoeo carbHuKa onpe-
Oesinucy Memacmamu4ecKy UsmeHerHble aumpamuyeckue
yaawl (J1Y) pazmepamu do 1,0 % 0,9 cm (puc. 3, 8).

Jlannblil kaunuveckuil cayuail 6uia 00cyicoeH Ha OHKO-
Aoeueckom Koncuauyme. Tpunsamo pewenue Havams aeueHue
6 pexcume Al (dokcopybuyun 6 doze 25 me/m>/cym enympu-
6eHHO KanenvHo, 24-uacoeas ungysus ¢ 1—3-it Onu + ugoc-
gamud ¢ doze 2500 me/mM?/cym eHympugeHHoO KaneavHo,
120-munymmnas ungpyzus 6 1—4-ii onu + mecua 100 % 003wt
ugocghamuda enympusento, Kypcol — Kavxicdole 3 Hed) Ha gho-
He npouUAGKMUKU 2DAHYAOUUMADHBIMU KOAOHUECUMYAU-
pyrouwumu paxmopamu (I-KCD).

C 19.10.2021 no 15.04.2022 nposedensi 8 Kypcos xumuo-
mepanuu (XT) 6 ykazaunom pexcume. Ha gpone nposodumo-
20 /edenUss ommeuensl maKue HedjceaamenvHole s18AeHUs,
Kak mowHoma 2-ii cmeneru, mpomooyumonenus 4-ii cme-
neHu, Heilmponenus 3-il cmenenu, aHemusi 3-il cmenemu.

IIpu koumponavHoM 00caedosanuu nocae 6 Kypcoe (uepes
4,5 mec om Hauara mepanuu 1-i aunuu) no dannoim KT
om 04.03.2022 nepecmanu onpedeasmocsi ONyxoneabie MAaccol
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REAL CLINICAL CASE

wn

Puc. 1. lucmonoeuyeckoe uccnedosarue onyxonu. OKPAcKa 2eMamoKCUNUHOM U 303UHOM: @ — NONUMOPGHHOKNeMOYHbIL KOMNOHEHM onyxonu,
npedcmassieH amunuyecKkumMu ocmeo6AaCMamu, ¢ HaaU4UeM MHO20S0ePHbIX 2U2GHMCKUX KNemoYHbIX ¢opm; 6 — BepemeHOKNemoYHbIl Komno-
HeHm onyxonu, umeem cxo0cmeso ¢ pubpobaacmamu; 8 — 30HbI GMUNUYHO20 0cmeouda (YKa3aHsl cmpenkamu) 8 sude ckonneHuli (Henpasuns-
HOU (hopmbI) 20MO2eHHO20 303UHOPUILHO20 Belyecmsa, 6e3 NPU3HAKO8 MUHePaU3ayuUL, pacnoNoKeHH020 Cpedu KPOBEHOCHbIX COCYO08 U ony-
X0/IeBbIx KNemok; 2, 0 — MHOXecmseHHble Namoso2uyeckue (uaypsl MUMO308 U OBWUPHbIe 30HbI HEKPO3A B8 ONYXO/U, OKPYXeHHsle

CMpYKMypamu amunu4yHo20 ocmeouda (yKa3ars! cmpenkamu)

Fig. 1. Histological examination of the tumor. Hematoxylin and eosin staining: a — polymorphic cellular component of the tumor is represented
by atypical osteoblasts with the presence of multinuclear giant cell forms; 6 — spindle-cell tumor component, carries similarities to fibroblasts;
8 — areas of atypical osteoid (arrows) in the form of aggregates (of irregular shape) of homogenous eosinophilic substance, without signs
of mineralization, located among blood vessels and tumor cells; e, 0 — multiple pathological mitoses and expanded areas of necrosis in the tumor

surrounded by structures of the atypical osteoid (arrows)

6 nosaocmu ne6oeo npedcepdus (puc. 4, a), a maxxce J1Y 6 06-
aacmu manoeo canvruka (puc. 4, 8). Coxpausiauce onyxonesnie
V316l Ha OprOWUHe, NpU SMOM UX KOAUYECMB0 U pa3mepbl
YMeHbUanUucy: pasmepsi Haubosee kpynoeo — ¢ 1,7 x 1,0 cm
do 0,7 % 0,5 cm (puc. 4, 6).

1o dannsim IxoKT om 05.03.2022 3aghuxcuposar noatwiil
Ome@em Onyxoau Ha AeYeHue: sI8HbIX NamoaocU4ecKux 06pazo-
BGHUII 8 NOAOCMU 18020 NpedcepOus He BU3YANU3UPOBANOCS.
Dpakyus eviopoca aesoeo xceaydouxa no Cumncony — 64 %.

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

Ilpu konmpoavrnom obcaedosanuu 6 okmsobpe 2022 e.
(uepes 12 mec om nauana mepanuu 1-it aunuu u 6 mec nocae
ee 3agepulenus) NOAHbLIL Ippekm Obla 3apeeucmpupo8an
u no dauneim KT (puc. 5).

B Hosbpe 2023 2. nayuenmky 61086 cmana 6ecnokoums
00bliKa NpU MUHUMANbHOU ¢husuyeckoil Haepy3ke. [Ipu 00-
credosanuu 6 dexabpe 2023 e. (uepe3 26 mec om Hauana me-
panuu 1-ii aunuu u 20 mec nocae ee 3aeepulerus) yCmarHog-
AeHo npoepeccupoganue 3aboneganus. Ilo dannoim KT

2024 | Tom16 Volume 16 | Ne3 Issue3
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Puc. 2. immyHo2ucmoxumuyeckoe uccned08aHue onyxoau: a — BbIPaXeHHoe OKPaWUBAHUe YUMONIa3Mbl Ha BUMEHMUH; 6 — S0epHoe OKpaLlu-
saHue ocmeobnacmos Ha SATB2; 8 — Hanuyue 8 4AcmMu yUMONAA3Mbl ONYX0/IEBbIX KNEMOK NOJOXUMebHo20 oKkpawusaHus Ha SMA (smooth
muscle actin — 2nad0KombiweYHbIL GKMUH); 2 — BbICOKAS NPOAUGepamUBHAA GKMUBHOCMb, BbIABAAEMAs Npu A0epHOM OKpawusaruu, Ki-67 — 75 %
Fig. 2. Immunohistological examination of the tumor: a — marked membrane staining for vimentin; 6 — nuclear staining of osteoblasts for SATB2;
8 — presence of positive staining for SMA (smooth muscle actin) in a part of tumor cell cytoplasm; e - high proliferative activity detected by nuclear
staining, Ki-67 — 75 %

Puc. 3. KomnsromepHas momoapagus opaarHos 2pyoHoli Knemku u 6prowHol NoaoCmu ¢ BHymMpuUBeHHbIM KOHMpPacmuposaHuem om 24.09.2021
(0o Hayana mepanuu 1-i NUHUU): @ — AKCUGbHBIL cpe3. ApmepuansHas gasa. B nonocmu nego2o npedcepOus — 0CMamMoYHAsA ONyxoss, Uc-
XO00AWAA U3 YCMbA N1eBbIX 1@204HbIX BeH (YKA3aHA cmpeskoll); 6 — akcuanbHbili cpe3. BeHo3Has ¢asa. Ha bprowuHe — MHOXecmBo onyxonesbix
Y3108, Haubonee KpynHeil — pasmepamu 00 1,7 X 1,0 cm (yKkasaH cmpenkoli); 8 — akcuanbHbil cpe3. BeHosHas ¢aza. B obaacmu manozo canb-
HUKa — Memacmamuyecku u3meHeHHsle Jumgpamuyeckue y3nsl pasmepamu 0o 1,0 x 0,9 cm (ykasaxsl cmpenkod)

Fig. 3. Contrast-enhanced computed tomography of the thoracic and abdominal organs from 24.09.2021 (prior to the start of the 1* line):
a - axial section. Arterial phase. In the left atrial cavity — residual tumor growing from the left pulmonary veins (area); 6 - axial section. Venous
phase. On the peritoneum — multiple tumor nodes, largest of size up to 1.7 X 1.0 cm (arrow); 8 — axial section. Venous phase. Near the lesser
omentum — metastatically affected lymph nodes of size up to 1.0 x 0.9 cm (arrow)

om 08.12.2023 6 nonocmu aeeoeo npedcepdusi 6408b 00Hapy-  onpedeasmocs JIY pazmepom do 0,5 cm (puc. 6, 6) (ux mema-
JiceHbl onyxonesvie maccol pasmepamu 3,6 x 3,4 cm (puc. 6, a), cmamuuecKuil xapakmep He0OHO3HAYEH).
KOmopble maxice 8U3YAAUUPOBAAUCH 8 NPOCEEMAX 6EPXHell s noay4enus 6mopoeo MHeHUs: nO MOPPHOA0SUMECKOMY

U HUDJICHEIl 1e204HbIX 6€H, 6 MAAOM CANbHUKE 6HOBb cmaiu 6uaeHo3y 6blNO0NIHEeH I’l08m0prll:Z nepecmomp eomoeslx cucmo-
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Puc. 4. KomnstomepHas momozpagus om 04.03.2022 (nocne 6 Kypcos, 4epe3 4,5 mec om Hayana mepanuu 1-i NUHUU): @ — GKCUANbHBIL cpe3.
ApmepuansHas ¢asa. B nonocmu neso2o npedcepous onyxoessle MAccsl nepecmanu onpedenamsca; 6 — akcuabHslll cpes. BeHosHas ¢asa.
Ha 6prowure onyxonessie y3/bl COXPAHAOMCA; NPU IMOM UX KOJUYECMBO U pa3mMepsl YMeHbLWUMUCh: pa3mepsl Haubosee KpynHoeo — ¢ 1,7 X
1,0 cm 9o 0,7 x 0,5 cm (yKa3aH cmpenkoll); 8 — GKCUANbHbIL cpe3. BeHo3Has ¢asa. B obnacmu manoeo canbHUKA aumgpamudeckue y3bl nepe-
cmanu onpedensmscs

Fig. 4. Computed tomography from 04.03.2022 (after 6 courses, 4.5 months after the start of the 1 therapy line): a — axial section. Arterial
phase. In the left atrial cavity, tumor masses are undetectable; 6 — axial section. Venous phase. Tumor lesions persist on the peritoneum; their
number and size decreased: the largest from 1.7 x 1.0 cm to 0.7 x 0.5 cm (arrow); 8 — axial section. Venous phase. Lymph nodes near
the lesser omentum are undetectable

Puc. 5. KomnsromepHas momoepagus om 19.10.2022 (yepe3 12 mec om Hayana mepanuu 1-0 auHuu u 6 Mec nocse ee 3asepuieHus): a — ax-
cuanbHbili cpes. ApmepuansHas aza. B nonocmu neso2o npedcepdus onyxonesbie MACChI He onpedenaomcsa; 6 — akcuanbHbil cpe3. BeHozHas
¢aza. [JaHHbix, caudemenscmsyouux 06 0nyxonesoM nopaxeHuu 6PIOWUHbI, He NONYYeHO; B — GKCUATbHbIU cpe3. BeHo3Has ¢asa. B obnacmu
Man020 CaNbHUKA IUMGAmu4ecKue y3/sl He onpedensomca

Fig. 5. Computed tomography from 19.10.2022 (12 months after the start of the 1% therapy line and 6 months after its completion): a — axial
section. Arterial phase. Tumor masses in the left atrium are undetectable; 6 — axial section. Venous phase. No data suggesting the presence
of tumor lesions on the peritoneum were obtained; 8 — axial section. Venous phase. Lymph nodes near the lesser omentum are undetectable

N02UHECKUX NPenapamos — 00HAPYICeHbl ppasmenmol yana
noaumopgroxsemounoii capkomol G, ¢ beccmpyKmypHoim
pocmom, puOpoMUKCOUOHbBIM Mampurcom (0cmeoud He 8bl-
ABAEH) U 04A2AMU HEKPO3a, 0e3 C6emMOONMUYeCKUX NPUSHAKO8
dugppeperyuposku. B comosvix UTX-npenapamax é knemkax
onyxoau onpedeasnace oup@ysnas sxkcnpeccusi vimentin,
SMA, gokansro — SATB2, undexc Ki-67 knemok onyxoau —
75 %; axcnpeccus MDM2, PanCK, CD31, CD68 u ER 6 kaem-
Kax onyxoau He ooHapyxcena. Cmamyc PD-L 1 (programmed
cell death- 1 pathway ligand 1 — aueand peuenmopa cueHanob-
H020 RYMU NPOSPAMMUPYEMOU KaemouHol eubeau 1) ompu-
uamenvrolii (CPS (combined positive score) = 0). 3axarouenue:
0oabue ocHoganuii Oymams 00 unmumanshoi capkome G,
(no kaaccuguxayuu Federation Nationale des Center de Lutte
Contre le Cancer Sarcoma Group, FNCLCC).

s eepugpuxayuu duaeno3a 0onoAHUMENbHO NPOEedeHO
FISH-uccaedosanue (FISH — fluorescence in-situ hybridization,

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXonn KoXu

@ayopecuyenmunas eubpuduzayus in situ): amnauguxayuu
eena MDM?2 6 onyxoneswix Knemkax He OOHAPYICEHO, YO NO-
cmaeuno noo COMHeHUe UHMepnpemayuio Mopgoao2uu ony-
X0AU KAK UHMUMAAbHASL CAPKOMA.

Hecmomps na pasznoumenusi 6 mopghonozuueckom oua-
2HO3e, 8blOop 2-il AUHUU AeveHUs (nocae 00KCcopyOuuuHa
u ugpocgpamuda) npu oboux éapuanmax capKom obasupyemcs
Ha makcanax u eemyumadbune. CoenacHo KAUHUMECKUM pe-
Komendayusm 6vin eviopan pexcum GemTax (eemyumabun
6 003e 675 me/M? 6Hympueerno kaneavHo 6 1-ii u 8-ii Onu +
doyemarxcen 6 003e 75 Me/M? BHYMPUBEHHO KANeAbHO 8 8-1i OeHb,
Kypewl — Kadxcdsle 3 Hed) ¢ noddepickoii I'-KCD.

C 22 dexabps 2023 2. 0o MoMeHmMAa HANUCAHUS CIAmMbU
(anpenv 2024 2.) nposedenvt 5 kypcoe XT 6 3anianupoeanHom
pedcume.

IIpu koumponsHom o6caedosanuu nocae 4 Kypcos é map-
me 2024 2. docmuenyma wacmuynas peepeccusi. Ilo danHvim
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Puc. 6. KomnsiomepHas momoepagpus om 08.12.2023 (4epe3 26 mec om Hayana mepanuu 1-0 nuHuu u 20 Mec nocsie ee 3a8epuieHus): a — ax-
cuanbHbili cpes. ApmepuansHas ¢asa. B nonocmu neso2o npedcepdus 8BHOBb OGHAPYKeHbI 0nyxosiesble Macchl (YKa3aHsl cmpeskol), Komopsie
Makxe 8U3yanu3upyomca 8 npoceemax sepxHell U HUXHel 1e204HbIX BeH; 6 — aKcuabHbIl cpe3. BeHo3Has ¢asa. B manom cansHuKe 8HOBb
cmanu onpedenamsca auMpamuyeckue y3asl pazmepom 0o 0,5 cm (ykazaHsl cmpesikol)

Fig. 6. Computed tomography from 08.12.2023 (26 months after the start of the 1% therapy line and 20 months after its completion): a — axial
section. Arterial phase. Tumor masses are again detected in the left atrial cavity (arrow) and additionally visualized in the inferior and superior
pulmonary veins; 6 — axial section. Venous phase. Lymph nodes of size up to 0.5 cm are again detectable near the lesser omentum (arrow)

Puc. 7. KomnstomepHas momozpagus om 21.03.2024 (nocne 4 Kypcos, Yepe3 3 Mec om Ha4yana mepanuu 2-0 UHUU): @ — GKCUAbHbIL cpes.
ApmepuansHas ¢asza. B nonocmu nesozo npedcepous pazmepsl 0nyxonesblx Macc yMeHbWUaUuch ¢ 3,6 X 3,4 do 2,4 x 1,6 cm (ykazaHo cmpes-
Koli); 6 — akcuanbHblli cpe3. BeHosHas asa. B obnacmu manozo cansHUKa aumMgpamuyeckue y3/sl nepecmanu onpedensimscs

Fig. 7. Computed tomography from 21.03.2024 (after 4 courses 3 months after the start of 2" line therapy): a — axial section. Arterial phase.
The size of tumor lesions in the left atrium decreased from 3.6 x 3.4 to 2.4 x 1.6 cm (arrow); 6 - axial section. Venous phase. Lymph nodes near

the lesser omentum are undetectable

KT om 21.03.2024 6 nosocmu aeeozo npedcepdus pamepol
onyxonesvix macc ymenouiuauce ¢ 3,6 x 3,400 2,4 x 1,6 cm
(puc. 7, a); 6 obnacmu manoeo carvHuxa J1Y nepecmanu onpe-
deasimocs (puc. 7, 6).

Takum o6paszom, mepanus 1-i auHuu npueesa K NOAHOL
peepeccuu onyxoau Ha cpok 13,7 mec. Ilocaedyrowemy npo-
epeccupoganuto 3a601e6aHus cnoco6Ccmeo8an UCX00HO
ducceMUHUPOBAHHbLIL npoyecc U OMCymcmeue onyuii noo-
depacusarowjeeo neverus. Ha gpone mepanuu 2-ii aunuu do-
cmueHyma wacmuyHas peepeccus. Boiocusaemocms 6e3 npo-
epeccuposanus Ha ¢oue 1-ii aunuu mepanuu (BBII1)
docmuena 26 mec. Bowicusaemocmo 6e3 npoepeccuposarus
Ha gone 2-it aunuu mepanuu (BBII12) cocmasusa 4+ mec.

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

Cpox om ycmanogaeHus 0uazHo3a 00 HANUCAHUS CIamby
(anpenv 2024 2.) — 32 mec. Ha npomscenuu éceeo nepuoda
AeUeHUst COXPAHAemCst Y006AemE0pUMenHoe Kauecmeo Jcu3-
Hu. Odvluka 6 Hacmosuee 8pemsi NAUUeHMKY He 6ecnoKoum.
U3 Hexcenramenvuvix seaenuil Ha poHe nevenus Hauboaee
SHAYUMOUL ObLAA 2eMATNOA0RUMECKAsi MOKCUMHOCTYb PA3NUYHOLL
cmeneHu.

06cyxaeHune

B nocrymHoit imtepatype onucaHo MmeHee 100 ciyda-
€B MepBUYHBIX ocTeocapkoM cepata [10—25]. [TposeneH-
HBIIA HAMU aHaJIM3 IT0KAa3aJI, YTO BO3pacT OOJIbHBIX HA MO-
MEHT YCTaHOBJICHUS TMarHo3a BapbupoBa ot 14 mo 77 ner,
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OOBIYHO 3TO OBbLIO 4-€ IeCATUICTHE XU3HU [26]. Y Halleit
IMAIMEHTKU OITyXOJb ObUTa BIIEPBBIC TUArHOCTUPOBaHA
B Bo3pacTe 35 JieT.

KonkpeTHas pacrpocTpaHeHHOCTD IIEPBUYIHOI OCTEO0-
CapKOMBI Ccepalla B 3aBUCMMOCTH OT II0jla WM Pachl
He ompeesieHa C yYeTOM PeAKOCTH JaHHOM HO30JI0THH [9,
19, 26].

Hecmotpst Ha To, 9TO IepBUYHAS OCTEOCapKOMa CepI-
11a MOXET BO3HUKHYTh B JIIOOOM ero otnene [27—32],
Ha OCHOBaHMM MeTaaHanmu3a 53 cinydaes [9] ycTaHOBJIEHO,
YTO HaMOOJIee JaCTO OMYXOJb PACIIONIaraeTcs B JICBOM
npencepauu [12, 21—22], mpu 3TOM TUITUYHAS €€ JIOKaIH-
3alMsI — 3a0HSISI CTEHKA JIEBOTO Ipeacepansl B 00JacTu
YCTBEB JIETOYHBIX BeH (3TO HAOJIIONAIOCh U Y HaIlleil ma-
LIUEHTKH).

[lepBuuHBIE OMYX0JM CEPALIA, B YACTHOCTU MTEPBUYHAS
0CTeocapKoMa cep/ila, IPOSBIISIIOTCS LIUPOKUM CIIEKTPOM
MMPU3HAKOB U KIIMHUYECKUX CUMIITOMOB, MACKHPYIOLIX-
CsI TION pa3IMYHbIC CepAeYHO-COCYANCTRIC 3a00IeBaHUS
(nmemuyeckyio 00JIe3Hb ceplilia, XPOHUUECKYIO Ceplieyd-
HYIO HEIOCTaTOYHOCTD, IIOPOKH KJIAITaHOB cepara (MHUT-
PaJIbHBIN CTEHO3), apUTMUU (TpelieTaHKe Win GUOpIILIS-
s mpeacepauii) 1 ap.). Kak mpaBuio, KIimHUYIecKast
KapTuHa o0ycJIoB/IeHa 4 OCHOBHBIMM MEXaHU3MaMU: 00-
CTPYKLIMEH KPOBOTOKA M MTUC(YHKIIEH KIIarlaHOB, YTO BbI-
3BIBACT MOSIBJICHNE CUMIITOMOB CEpACUYHOI HEIOCTaTOI-
HOCTH; JIOKAJIbHON MHBa3uel, IPpUBOMSIIICA K apUTMUAN
WY BBITIOTY B MOJIOCTH TMepuKapaa; aMoonueii pparmeH-
TaMH OITyXOJIM, a TAKXKe HeCTIeIIn(UISCKUMI CUMIITOMA-
MU (JIMXOpagKoi, oO0IIeil ¢1aboCThio, HEIOMOTaHUEM,
noTepeit Macchl TeJia U JIp.).

KnnHnyeckue mposiBICHUS 3aBUCSAT B OCHOBHOM
OT pa3Mepa OIyXOJIM M e¢ JIOKaau3aunu. Tak, Hallpumep,
OITyXOJIb JIEBOTO MPEICEPANsI, MMEBIIIasi MECTO B HallleM
KJIMHAYECKOM CJIyJyae, MOXET BBI3BIBATb XPOHUYECKYIO
OOCTPYKIIMIO HAa YPOBHE MUTPAJIIBHOTO KjallaHa M TAKUM
00pa30M IPeISITCTBOBAaTh BEHO3HOMY BO3BpATy B ITOJIOCTD
JIEBOTO KEJIYyIOYKa BO BpeMSI TUACTOJIBI, YTO IIPUBOIUT
K 3aCTOI0 B MaJIOM Kpyre KpoBooOpaiieHus. B Takux ciy-
yasgx HarboJiee YJaCTBIMU CUMIITOMAMH SIBJISTFOTCST OJIBIIII-
Ka, KOTopasi 1 ObLJIa TIepBOHAYAIPHBIM 1 € IMHCTBEHHBIM
CHMMIITOMOM Y Hallleif TaIlMeHTKH, a TaKXKe OPTOITHO3.
[Ipu pa3BuTHU OTEeKa JETKUX MOXKET IPUCOCTUHUTHCS
KallleJIb C PO30BOM ITEHUCTON MOKPOTOM.

CKOpOCTh 1 XapaKTep pOCTa, PHIXJIOCTb 1 WHBA3UB-
HOCTh TaKKe SIBJISTIOTCS BaXHBIMM (haKTOpaMH, OIIpe-
NEJISIIOIIMMU KJIMHAYeCKUE 0cobeHHOCTU. [lepBUUHbIE
OCTEOCapKOMEI CepIla XapaKTepHU3yIOTCSI BBICOKOI MHBA-
3UBHOCTBIO M MOTYT MH(PUIBTPUPOBATH MUOKApJ (4TO
MIPUBOINT K apUTMHH), a TaKKe IepuKapa (4TO COmpo-
BOXIAeTcsl 00pa3oBaHMEM MEPUKAPANAILHOTO BBIIIOTA
Y CUMIITOMAaM# TaMITOHAIbI Ceplia).

J1i1st oOHapyzkeHUs IepBUYHOI 0CTe0CapKOMBI cepiia
CYLLECTBYIOT HECKOJIBKO METOIOB BU3YAJIU3ALIAU,, KAXKIbII
13 KOTOPBIX MMEET CBOM IIpenMylItiecTBa. OCHOBHBIM Me-

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

TOIOM IVAaTrHOCTUKM MEPBUYHOM OCTEOCAPKOMBI Cepilia
aBisieTcd TpaHcTopakainbHasg DxoKI, koTopas mo3BosieT
OIPEICIINTD JIOKAIN3AIUIO, (pOpMY, pa3Mepsl, TTOIBIIK-
HOCTbh BHYTPUCEPAEYHOTO HOBOOOpPa30BaHMS, €ro B3a-
MMOCBS3b C IPYTUMU AHATOMUYECKUMU CTPYKTypaMu
cepala, a TakKe OLEHUTh (DYHKIIMOHAIBHOE COCTOSIHUE
KJIaIlaHHOTO aIlrapara.

Jlist manbHeilei TMarHoCTUKY OITyXOJiei cepaia uc-
noab3yoT KT opraHoB rpyiHO# KJIETKH, ITO3BOJISIIOLLYIO
OITHCaTh T€ XapaKTEePUCTUKHM OITyXOJICH cepilia, KOTOPHhIe
He yIaeTcs MOJHOCThIO BU3yalu3upoBath nmpu DxoKI.
KommnblotepHast Tomorpacduist 1aeT BO3MOXHOCTb OOHApY-
KHUTh PacCIpOCTpaHEHNE OMYXOJIM B CPEIOCTEHNE, TIICBPY,
JIETKUE, TIEPUKAPA U KAMEDPBI CepALia, YTO BAXKHO 15 BbI-
PabOTKU TAKTUKU JICYEHUSI M KOHTPOJIA 32 3P (HEKTUBHO-
CTBIO TEpaIlH.

B cBsI31 ¢ OTCYTCTBHEM MaTOTHOMOHWYHBIX IS TIEP-
BAYHO OCTEOCAPKOMBI Cep/Lia MPU3HAKOB 1 CUMIITOMOB
JIMAaTHO3 HaIllei MaleHTKe OB YCTAaHOBJICH Ha OCHOBA-
HUU TaHHBIX MOP(OJIOTHN.

OCHOBHBIM TMCTOJIOTMYECKIM ITPU3HAKOM IEPBUYHOM
OCTE0CapKOMBI ceplia sIBJsieTcs: POpMUPOBAHUE ATUTTAY-
HOT'O OCTEOU1a, KOTOPbI MOXET UMETh BUJ KaK CKOTLIE-
HU, OJIEH, TIEPeTUICTAIOIINXCSI TOHKUX HATEH (ceTIaThIit
OCTEOHI), aHACTOMO3HUPYIOIIUX MEXIy coboii, oopasys
aHACTOMO3UPYIOIINE MUKPOTPAOEKYJIbl, TAK M TSLKEU MU
IIapOB TOMOT€HHOTO 303MHOMWIBHOIO BEIIeCTBa, C He-
POBHBIMHM KOHTYpaMHM, HEPEIKO KaIbIIU(UIIUPYIOIINXCS,
OKpYXEeHHBIX ocTeobactaMu. [lociaeagHuii BapuaHT ocTe-
onma HaOJOmaJCSI B OIYXOJIM y Hallell IMallMeHTKH.
IIpu 3TOM B pa3HbIX y4acTKax OQHOM U TOM Ke OITyXOJIU
KJIETOYHBIE 3JIEMEHTHI XapaKTePU3YIOTCSI BHIPAXKEHHBIM
KJICTOYHBIM U SIIEPHBIM ITOJIUMOP(PU3IMOM, MOTYT UMETH
caMyIio pa3HOOOpa3HyI (HOpMYy — OKPYINIYIO, OBaJIbHYIO,
BEPETCHOKJICTOYHYIO MJIH ITOJIUBIPUIECKYIO, C HATMINEM
TMTaHTCKUX OTHO- M MHOTOSIIEPHBIX KJIETOK. Bee atH rmc-
TOJIOTUYECKHUE TIPU3HAKN OTMEYaIUCh Yy Hallleil O0JILHOIA.
OrryxoJieBbIe KJIETKA HACTOJIBKO Pa3HOOOPa3HbI, YTO MOTYT
IIPOM3BOIUTH BIIEYATJICHHUE ITOTUMOPPOHOKIECTOUHOM cap-
KOMBI, 9TO 1 OBLIO B OITMCHIBAEMOM CITydae, KOraa Ipy o-
BTOPHOM II€PECMOTPE TUCTOJIOTMIECKUX IIPEIiapaToB Kap-
THHA MHTEPIIPETUPOBaHA KaK MHTUMAJIbHAsI CapKoMa.

IIpu UI'X-uccaenoBaHuu B ciiydyae NepBUUYHOMA OCTEO-
CapKOMBI cep/illa OObIYHO BBISIBISIETCS IOJOXUTEIbHAS
sKkcrpeccuss SMA u vimentin, ogHako cielnu@uIecKum
6romapkepoM auddepeHIIMPOBKH OCTEO0IACTOB ABISIET-
csa SATB2. IlepeuncieHHble UMMYHO(MEHOTUITNYECKIE
MpU3HAKU ObLIM OOHAPYKEHBI U B HAILIEeM CJIy4ae.

[lepBruyHas ocTeocapkoMa cepala XapaKTepU3yeTcs
OonbIIMM TTpoGepaTUBHBIM UHAEKCOM, OTIPEACISIIOIIM
€€ BBICOKYIO CTEIIeHb 3JI0KaueCTBEHHOCTH, arPECCUBHOE
TedeHure 1 ObICTpOe MeTacTa3upoBaHue. B npeacraBieH-
HOM HaM# KJIMHUYECKOM CJIydae HOBOOOpPa30BaHME JIEBO-
O Ipeacepaus ObLIO KJIAaCCU(UITMPOBAHO KaK ITePBUYHAS
ocreocapkoma G, a Ki-67 cocraBun 75 %.
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JuddepeHIaTbHYIO IMaTHOCTUKY TIEPBUYHOM OCTEO-
CapKOMBI cep/ilia CAeAyeT IIPOBOUTh, IJTaBHBIM 00pa3oM,
¢ HeaudpdepeHITUPOBAaHHOM CapKOMOIi, B KOTOPOIl OT-
CYTCTBYET aTMIIMIHBINA OCTCOUI, HO IIPH 3TOM MMEIOTCS
KOJUTareHOBBIE BOJIOKHA IPABMIIBHOM (DOPMBI, a TaKKe
C HEKOTOPBIMM CapKOMaMU, MMEIOIITMMU SJIEMEHTHI OCTEO-
capkoMmbl. K HUM OTHOCATCS MHTUMAaJbHAsI capKoMa
C y4aCTKaMH1 OCTEOCAPKOMBI (COCTOMT M3 XapaKTEePHBIX
HeauddepeHIUPOBAHHBIX BepEeTeHOOOPAa3HBIX KIIETOK
C Pa3IMYHBIMU aTUIIHEH KJIETOK U SIep M MUTOTUIECCKOI
aKTUBHOCTBIO, PACIIOJIOXKEHHBIX B MUKCOMIHOM MAaTPHUK-
ce 1 skcnpeccupylommux MDM?2, KOTOpbIii B HallIeM CITy-
yae ObL1 oTpuuaTeabHbIM Kak npu UI'X-, Tak u npu
FISH-uccnenoBanusx) u neauddepeHunpoBaHHast -
ImocapkoMa ¢ 3JIeMEeHTaMH1 OCTEOCapKOMBI (HapsIoy C y3-
JIOM OCTEOCapPKOMBI JTOJIKHBI OBITh YIaCTKH BRICOKOIU(D-
¢epeHIIMPOBAHHO JIMITOCAPKOMBI).

Bce BhIIIeCKa3aHHOE TTO3BOIMJIO YCTAHOBUTD TEKYIITUIA
Mopdosornyeckuii auarHo3. C TOUYKM 3peHUs] KIIMHULIM -
cTa, YTOYHeHHE MOPGOJIOTMH OITyXOJIH, 0€3YCIIOBHO, BaX-
HO, HO B JaHHOM CjIy4ae 3TO MMEET, CKopee, aKaaeMU-
YECKMM MHTEPEC, IMMOCKOJIBKY PEXMMBI JI€KAPCTBEHHOM
Tepanuu 1-i u 2-i TMHU 15T 9TUX OTYXOJIEi OMMHAKOBBI.
BepositHee Bcero, meranbHast MOPMOJIOTUS MOXET T0-
BJIMSITH Ha BEIOOD O0JIee ITO3MIHUX TUHUI TepaIliu, HO 3TO
HETIOATBEPKACHHOE TIPEAIIOIOXEHHE.

OTHOCHUTENHLHO HEDOOJIBIIOE KOJTMYECTBO OITyOJIMKO-
BaHHBIX CJIy9aeB IIEPBUYHOI OCTEOCApPKOMBI CepIIlia He TT0-
3BOJISIET JaTh YSTKUE PEKOMEHIAIINY 10 BRIOOPY HAMIYd-
IIIETO TePaIleBTUYIECKOro Ioaxona. MI3BeCcTHO, 4To JIedeH1e
JTAHHOM ITaTOJIOTUM BO MHOTOM 3aBUCHT OT JIOKQJIM3aIIUN
U pa3MepoB HOBOOOPA30BaHUs, a TAKXKE OT PacIIpoCTpa-
HEHHOCTU OOJIE3HU.

OCHOBHOI METOJI JIeYEHUSI IEPBUYHOM OCTEOCAPKOMBI
cepalia — XUPYpTAYecKuii. 3agadeil ormepaTuBHOTO BMe-
IIAaTEIbCTBA SIBIISICTCS PaIVKaIbHOE YIAJCHHUE OITyXOJIH,
YTO B PSIIE CJIydaeB HEBBIITOJIHUMO. PagnuKaabHOCTD OTIe-
paluy OKa3bIBaeT 3HAUYMTEILHOE BIMSHUE Ha IIPOTHO3
3aboneBanus [33].

[IsaruneTHsst ob1as BbpKuBaeMocTh (OB) 1 Gespern-
IWBHAsI BBDKMBAEMOCTD IIPH IIEPBUYIHON OCTEOCapKOMeE
cepaua coctapisiior 33,5 u 6,3 % coorBercTBeHHO [9—10],
YTO YKa3bIBaeT Ha HeOJaronpusITHbIA MporHo3. 1o naH-
HBIM HEKOTOPBIX aBTOpoB, MearaHa OB koiebieTcs oT
6 1o 25 mec [7-9]. I1pu stom P.J. Zhang u coast. [34]
B CBOEM MCC/IeIOBAHNN COOOIIMIIN, YTO 4 13 17 mauueHToB
yMepJiu B TeueHue 1 Mec nocJe onepauuu, a HauOoJIbIast
MIPOIOKUTETbHOCTD XKU3HHM TTOCTIe XUPYPTUIECKOTO BMe-
IIaTeabCTBa cocTaBmia 131 mec.

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

HawuGonee BaxXHBIM U pelapinM (pakKTopoM, BIIUSI-
IOIIMM Ha IIPOTHO3, SIBJISIETCS HAJTNIME OTHAJICHHBIX MeTa-
crazoB. Coobmiaercs, 4yTo cpeaHee 3HaueHre OB manueH-
TOB C METacTa3aMM COCTaBIISIET 5 MeC IO CPaBHECHUIO
¢ 15 mec y manmeHToB 0e3 MetactasoB (n = 34) [35].

o 80 % naLyeHTOoB ¢ IEPBUYHOI OCTEOCAPKOMOM Cepii-
L1a YK€ UMEIOT MIPU3HAKK OTAAIEHHOIO METacTa3upOBaHUA
Ha MOMEHT TtepBUYHOM quarHoctuky. Hanbosnee pacripoctpa-
HEHHBIMM JIOKATM3ALSIMA OTIAJICHHBIX METACTA30B SIBIISTIOT-
Cs1 JIETKHUE, MSITKHE TKaH! (BKJTIOYasl CpeOCTeHNE) M KOCTH.
OrncaHbI MeTacTa3bl B TOJIOBHOM MO3Te, IMATOBUITHOM XKeJie-
3¢, MIEYEHU, KeJTyIKe, TOYKAX, HAAMTOYEYHUKAX, KOXKE, MbILLI-
11ax, a Takke Ha oprommHe [10, 13, 34, 35]. ITocnenHee mpo-
SIBJICHME OOJIE3HN MMEJIO MECTO Y Halllei TTaIlMeHTKH.

OTtnaneHHBIE MeTacTa3bl YIAISIOT PEIKO: TOJIBKO B TEX
CIIyJasix, KOTIa eCTh HalexXIa Ha ITOJTHOe yIaJlleHue Tep-
BAYHOM OITYXOJIU.

C y4eToM peaKoii BCTpeuaeMOCTH IMTEPBUYHOM OCTEO-
CapKOMBI ceplia onTUMainbHbIi pexxum XT 11 mauueH-
TOB C IMCCEMUHUPOBAHHOU 00Jie3HbIO HeusBecTeH. Co-
[JIACHO OrpaHUYCHHBIM JAaHHBIM MHOTOKOMITOHEHTHAasI
XT, Bo3MOXHO, 0oJiee 3¢pheKTUBHA; aKTUBHOCTHIO 00-
JIaJaloT TOKCOPYOMLIMH, ndocdaMu, TakcaHbl, TeMIIN-
TabuH 1 uuciiatuH. H. Mhadgut u coasr. [11] Ha ocHO-
BaHUM JAHHBIX JIMTEPATypPhl CUMTAIOT, YTO Hamboee
pacpoCcTpaHEeHHOM CXeMOI JIeueHUs B 1-i1 IMHUU SIBIISI -
ercs pexxuM Al. YV Halueil 60JbHOM TakKXXe B KayecTBe
1-i1 TMHUU JIeKapCTBEHHO TepaIruy ObLI YCITEIIHO Mpy-
MeHeH pexnM Al (CyMMapHO TIpOBeIeHBI 8 KypCOB): I0-
CTUTHYTHI MOJHBINA PagUOJOTUUYECKUI OTBET OIYXOJIH
Ha JieyeHue U Bbicokue noka3aTtean BBIT — 26 mec.

B kauecTBe ieKapCcTBEHHOM Tepanuu 2-i TUHUM MO-
KeT paccMarpuBathes pexkuM GemTax (reMiuTadbnH B 10-
3¢ 675—900 Mr/m? B 1-it u 8-i1 iHM + JOLIETAKCEl B 403¢
60—100 mr/m? B 8-i1 neHb) [11], KOTOpBIA U IPOBOAUTCS
B HacTosiIee BpeMs Haleii 6oiabHoM. Ha doHe 2-it muaum
JIe4eHUsI JOCTUTrHyTa yactTuuyHas perpeccusi, BBII cocra-
Buna 4+ mec. JleueHune TIpogonKaeTcs.

OO611ast BEDKMBAEMOCTh MAIIMEHTKY HA MOMEHT Ha-
nucaHus ctaThk (anpens 2024 1) nocturia 32+ mec.

3aknueHue

Ha ceropHsiiuHuii AeHb KIMHUYECKUN OIBIT JUarHO-
CTUKMU U JIEUEHUSI TIEPBUYHOI OCTEOCAPKOMBI Ceplla MU~
HumajieH. CylllecTBYIOIINE TepareBTUYECKHNE TTOIXOIbI
B OOJIBIIIMHCTBE CIy4yaeB HOCST Ma/UIMaTUBHbIN XapakKTep.
CoBepllIeHCTBOBaHME COBPEMEHHBIX METOIOB TMAaTHOCTH -
KU U JIeYeHUsT JaHHOU HO30JI0TUM, BO3MOXHO, TTIOBJIUSIET
Ha IPOTrHO3 3a00J1eBaHUSI.
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[MraHTCKas anuaepmouHas KUCTa nepeaHen
NOBEPXHOCTY LEeM C HeOObIYHbIM MAarHUTHO-
pe30HaHCHbIM NaTTEPHOM
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B cTarbe npepcTaBneH KAMHUYECKUI Cyyai AMAarHOCTUKM U YCNELWHOr0 XMPYPriyeckoro edeHus ruraHTcKom anugepmo-
MLOHOW KUCTbI NepefHell NOBEPXHOCTYU Weu C HeOObIYHbIM MarHUTHO-PE30HAHCHBIM NATTEPHOM B BUAE KanubpOBaHHbIX
cthepuyeckux CTpyKTyp. 3atparusatotcs Bonpockl AuddepeHLnanbHoi AUarHoCTUKU INMAEPMOUSHON U AEPMOULHOI KUCT
W NPUYUH 06PA30BaAHMs BHYTPUMONOCTHBIX Cep.

KnioueBble cnoBa: INUAepMonHasa KUcCTa, ,epMongHaa KuCTa, MarHUTHO-pe30HaHCHanA TOMOFpan)Mﬂ, UMMYyHOTIncTonorn-
YeCKoe uccnepoBaHue, KepatuH.
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GIANT EPIDERMOID CYST OF THE ANTERIOR NECK WITH AN UNUSUAL MAGNETIC
RESONANCE PATTERN
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The article presents a clinical case of diagnosis and successful surgical treatment of a giant epidermoid cyst of the anterior
surface of the neck with an unusual magnetic resonance pattern in the form of calibrated spherical structures. The issues
of differential diagnosis of epidermoid cyst and dermoid cyst and the reasons for the formation of intracavitary spheres
are addressed.

Keywords: epidermoid cyst, dermoid cyst, magnetic resonance imaging, immunohistological study, keratin
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BeepgeHue MECTe TeJla, 0COOEHHO YacTo B 001aCTsIX CAUSHUS SMOpUO-
BOnuaepMOUIHBIC M JEPMOMIHBIC KMCTH — 3TO 1I0OpO-  HAJIBHBIX JIEMEHTOB. YacToTa MX BCTPeUYaeMOCTH BapbUpYeT
KavyeCTBEeHHbIe 00pa30BaHMUs, BhI3BaHHbIE aHOMaIMSIMK  OT 1,6 10 6,9 % ciydaeB [1]. DnuaepMoOUIHbIE KHUCThI
Pa3BUTHSI SKTOIECPMBI, KOTOPBHIE MOTYT BO3HMKATh BJIIOOOM  BBICTJIAHBI IIPOCTBIM IUIOCKUM BIUTEIMEM M COAepXKaT
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CIIyILIEHHBIE MUTEIMAIbHbIC KJIETKH, OpOTOBEBaloIIe Oec-
CTPYKTYPHBIE BKITFOUCHUSI, KPUCTAJIBI XOJIECTEPHHA U CJIO-
HCTBIE MACCHI SITMACPMATBHBIX YelryeK. JlepMOUIHBIC KUCTHI
COCTOSIT U3 BCEX CJIOEB KOXKM, BKITIOYAS €€ IIPOM3BOIHBIC, TAKIE
KaK BOJIOCSTHBIC (DOJUTMKYJIBI, CAJTbHBIC W TTOTOBBIE KEJIE3HI.
Jlokanuzarms 3TX KMCT Ha TOJIOBE U IIIee BCTPEeYaeTCsI 10-
BOJIBHO PEIKO, OOJIBIIIMHCTBO U3 HUX TUAarHOCTUPYIOT CITO-
pamu4YecKy, IIPEUMYILIECTBEHHO Ha 3-M U 4-M IeCATUICTH-
SIX XKU3HU [2].

BOruaepMOUIHbIE KUCTHI Ha IIPOTSLKEHWH XKU3HU MET -
JICHHO YBEJIMYMBAIOTCS B pa3Mepax U 4acTO KIMHUYECKH
npoTeKaloT beccumMnrToMHo. Hepenko nmpuanHoii odpaile-
HUS MAIIMEHTOB B MEIUITMHCKOE YIPEKIEHME CITYXKaT 3CTe-
THYEeCKHUe MpoOJIeMbl (M3MEHEHNE BHEITHETO BUIA TIPHU
KHCTaX KPYITHOTO pa3Mepa WIM UX pa3pbiBe M1 HATHOCHUH).
Kak mipaBmto, pasMepsl SUAEPMONIHON KUCTHI COCTaB-
JISII0T <5 ¢M B aMaMmeTpe. IMraHTckue KMCTHI 1Ieu U ToJIo-
BBl Pa3BMBAIOTCS KpailHe peaKo M Jallle BCET0 MMEIOT
MHOTOKaMepHBIN xapakTep [3].

B GonblmHCTBE ciydaeB Iisl AUATHOCTUKU 3MIUIep-
MOMIHBIX KMCT HapYKHOH JOKaJIU3allMK, B TOM YHCJIEe
001aCTH TOJIOBBI M IIIEN, TOCTATOUHO aHAMHe3a U (pU3U-
KaJIbHOTO 00C/ICIOBAHMS; 1aKe PEHTTEHOJIOTMYECKOE HC-
cleqoBaHE OOBIYHO HE MCIOIB3YIOT. OKOHYATEIbHBIN
KJIMHUYCCKUM TUarHO3 YCTaHABIMWBAIOT I10 pe3yJibTaTaM
MYHKIIMOHHO# acpallMOHHO 6uoricuu [2]. OgHako co-
BpeMEHHBIE KIIMHUIECKME PEKOMEHIALINH U JIeUeOHO-T1a-
THOCTMYECKIME CTAaHAAPTHI YKAa3bIBAIOT Ha HEOOXOIMMOCTD
BBITIOJTHEHMST MYJIBTHUCIIMPAIBHON KOMIIBIOTEPHOM 1 Mar-
HUTHO-pe3oHaHCcHO ToMorpacdum (MPT) 30HbI mHTEpECa,
B TOM YHCJIE 1T UCKITIOYSHMSI APYTOM TTATOJIOTUM U TIa-
HUPOBaHMs ONIEpaTUBHOTO BMelIaTeabcTBa [4, 5].

Huxe npencraBieH pelkKuil KIMHUYECKUIA cliydait
IUATHOCTUKU U JICUCHUSI TUTAHTCKOM 3IUIECPMOUTHOMN
KUCTHI TepeHel MOBEPXHOCTH 11ieu ¢ ITpuuyaiuBoit MPT-
KapTUHOH B BUIE BHYTPUIIOJIOCTHBIX KaJIMOPOBaHHBIX
LIapoBUIHBIX CTPYKTYp. [TokazaHa HEOOXOTMMOCTh AU (-
¢depeHLMAaTbHOM AUarHOCTUKY JAaHHOI ITaTOJIOTMU U Ta-
pasuTapHBIX 3a00JIEBAHUI U 3peJION TEPATOMBI.

KnuHuyeckuin cnyvai

boavnoii K., 40 aem, nocmynun 6 mopakanvHoe omde-
nerue Tomckoil 0baacmuoil Kaunu4eckoii 60AbHUYbL 0451 NPO-
6edenus xupypeuyeckoeo nevenus. Co cro6 nayuenma, 6onee
20 nem Ha3a0 y Heeo BO3HUKAQ ONYXO0Ab HAO APEMHOIU Gbl-
De3K0il, KOmopas NOCMeNeHHO Y8eAUudU8aIacs. 3a MeOuyuH-
CKOLl nOMOWbIO He 00pauyancs u moavko 6 xode ducnancepu-
3ayuUu y4acmKogulii mepanesm ommemus NAmoA0U4ecKoe
H08000pa308aHUe uieu 02POMHBIX PA3MEPOs.

IIpu ocmompe no nepedueii nogepxHocmu uiey 8U3yanu-
3UP06aN0Ch OKpy2noe onyxoaesuoHoe obpazosanue ouame-
mpom 0o 20 cm ¢ KOJICHbIMU HOKPOBAMU 00bIYHO20 Ugema,
MeAKUMU U U3BUMbIMU, HEPABHOMEPHO pAcnpedeneHHbIMU
BHYMPUKONCHBIMU COCYOaMU 8 8ude coOCyOUCcmoil cemu, Ha-
pacmaroweil k uenmpy onyxoau (puc. 1), nasbnamopHo 6e3-
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Puc. 1. [uzaHmckoe H08006pa3o8aHue nepedHeli nosepxHoCMU wWeu
Fig. 1. A giant tumor on the anterior surface of the neck

001e3HeHHoe, MAN0N008UIICHOE, MACKOINACMUYHOU KOHCU-
CMeHYuU, He CRASIHHOE C KOoJceil U NOOKOJICHOU KAemYamKoll.
Ilooduentocmuuie, HadkauuuHble, NOOMblULEHHbBLE U WeliHble
Aumgpamuueckue y3l He YEeAUUeHbl.

1lo dannvim MPT msexkux mrxaneil ueu ¢ KOHMpacmMupo-
BGHUEM BbIAABNEHO BHEOP2AHHOE KUCMO3HOE HOB000PA308aHUe
nepeoHeil N08epXHOCMU WeU U 2pYOHOLU CIMEHKU ¢ 2Aa0KUMU,
POBHBIMU CIEHKAMU, MHOJICECMBEHHbIMU BbICOK0DEAKOBbIMU
OKPY2AbIMU CMPYKMYPaMU NPUMEPHO 00UHAK08020 pasmepa
(puc. 2). B xode yasmpa3zeykoeoeo uccaedosanus (Y3HU)
6 MACKUX MKAHAX WeU 8U3Yaiu3upo8aHo 2un0IX02eHHoe He-
00HOPOOHOE UHKANCYAUPOBAHHOE 00pa308aHUe OONbULUX PA3-
Mepog b6e3 eudumoeo kposomoka. Ilo dannsim Y3HU 6prownoi
noaocmu, 3a6pOUUHHO20 NPOCMPAHCMBA U MAN020 MAa3d
00HapysiceHbl NPU3HAKU XPOHUYECK020 X0Aeyucmuma, yme-
peHHble Jugh@y3Hble UMeHeHUsT N00NCeNYOOHHOU Jcenesbl.
C yuemom HeoObI4HOI KAPMUHBI KUCMO3H020 00pA308aHUs.
He UCKAI0YAACs e20 Napa3umapHslii u oucamopuoceHemuye-
CKUll Xapaxkmep.

[layuenm noayuun Koncyrvmayuro uHgekyuoHucma, Ko-
mopblil npogen Ucciedo8anus Ha MOKCOKApO3, IXUHOKOKKO3
U ONUCMOPX03; NAPaA3UMapHbie 3a001e8anUs OblaU UCKAIOHe-
Hol. Takoice npoeedenst KOHCYNbMAYUU OHK0A02A U HEAOCMHO-
AULe8020 Xupypea; peKoMeH008aHo yoadieHue H08000pa308a-
Hus. Tlo dannsim 06ueco ananusa Kposu — He3HA4UMeNbHbL
aetikouyumos — do 8,0 x 10° T/a, ckopocmb ocedanust 3pu-
mpouumog — 30 mm/u. OmKAOHeHUT 8 OUOXUMUHECKOM AHA-
Au3e Kpou He 8bl8AeHO.

1100 obweil anecmesueii 6vinoaHeH 60POMHUKOBBLL PA3-
pe3 ¢ ucceveHuem uzdblmouHo20 KoxicHo2o nockyma. Ocmpuim
nymem U ¢ HOMOWbIO IAEKMPOKOAYAAUUU 8 CMEULAHHOM
pedicume KUCmo3Hoe H08000pa308aHue 8bl0eAeHO U3 OKPYica-
HoWUX MKaKell U NOAHOCMbIO YOaneHo, npogedeHsl OpeHupo-
8aHue NOOAOCKYMH020 NPOCMPAHCMBA U YUIUBAHUE XUDPYpeU-
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Puc. 2. MazHumHo-pe3oHaHcHAs momo2pagus ¢ KoHmpacmuposaHuem. Ha nepedHeli nosepxHOCMU Weu BHEOP2AHHOE KUCMO3HOe HOBOOBPA-
308aHUe, coOepxalyee MHOXECMBO KANUOPOBAHHbIX OKPYebiX BKIKOYeHUL: a — ca2ummanbHas npoekyus, T1-g3seweHHoe u306paxeHue;
6 — cazummanbHas npoekyus, T2-838elieHHoe U300paxeHue; 8 — HPOHMANLHAA NPOeKyuUsA, T2-838eweHHoe U306paxeHue

Fig. 2. Magnetic resonance imaging with contrast. On the anterior surface of the neck is an extraorgan cystic neoplasm containing many calibrated
round inclusions: a — sagittal projection, T1-weighted image; 6 — sagittal projection, T2-weighted image; 8 — frontal projection, T2-weighted image

yeckoeo docmyna. Ilpu eckpuimuu Kucmol 6bl0eaUN0CH
YMepeHHOe KOAUYeCmB0 JHCUOKOCMU 2PS3HO-Cepoeo usema,
6 HOA0CMU BbISIBAEHO MHOICECMBO CepO-KOPUUHEBbIX ULapo-
00pasHblx cmMpyKmyp ouamempom 00 7 MM, MAKOU KOHCU-
cmeHuuu, Kpouwlauiuxcs npu coaeaueanuu (puc. 3). Buympennsis
N08epXHOCMb NOAOCMH020 00PA308aHUSA 21A0Kas1, KOPUHHEB020
ysema. Cmenra niomuas, moauuHoll 0o 3—4 mm, mecmamu
8bICIAAHA OeAbIMU CAOUCMBIMU MACCAMU.

Ilocaeonepayuonnolii nepuod npomexan 6e3 0CA0XCHeHU.
Jlpenasic ydasen na 2-e cymku nocae xupypeu#eckoeo eme-
wamenvcmea. Ilposodunace anmubakmepuanvras u obes-
boausarouas mepanusi HeHapKOMUYECKUMU AHANb2EMUKAMU.
1lo dannbim namoeucmonoeuueckoeo uccaedo8anuss — nu-
depmanvHas KUCmMa uleu ¢ y4acmkamy 6MmopuyHo20 XpoHu-
YecK0eo 80CNANEHUs C ePAHYAeMAMO3HOl peakyuel muna
UHOPOOHBIX mea.

Puc. 3. YdaneHHoe HosoobpazosaHue (3nudepmoudHas kucma),
4acmuyHoO BCKPbIMO

Fig. 3. Removed neoplasm (epidermoid cyst), partially opened
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06cyxaeHune

B xone MPT snuaepMouaHasi KUCTa BU3yaJlU3UpyeT-
cs KaK 4eTKO OYepYeHHOEe HOBOOOpPa30BaHUE OBaJbHOM
WJIM OKPYTJIO (DOPMEI ¢ KarcyJioii, FOMOTeHHBIM COIep-
JKMMBIM, XapaKTepH3yIOIIeecs THIIOMHTEHCUBHBIM CUTHAJIOM
Ha T1-B3BelIEHHBIX U TUIIEPUHTCHCUBHBIM CHUTHAJIOM
Ha T2-B3BellIeHHBIX N300pakeHnsx [6, 7]. B Hatem ciydae
BHYTpY HOBOOOPa30BaHMsI HAXOIWIOCh MHOXKECTBO BHICOKO-
0EJIKOBBIX KaTMOPOBAHHBIX BKIIIOUEHWI OKPYIIIONH (hOPMBI
(«MeIIoK ¢ mapukaMu» (sack of marbles), «ruraBarorue 1ma-
pukwn» (floating ball) nmmu «kupoBbie mapuku» (fat ball)).
B 3apy0OeXHbIX ICTOUHMKAX TAKOM TMarHOCTUYECKUIA TTaTTepH
XapaKTepeH IS IepMOMIHBIX KMCT. OH 9acTo OOHAPYK1Ba-
€TCs1 IPY HOBOOOPA30BaHUSIX IMYHUKOB. [10 HEKOTOphIM HC-
TOYHMKAM, JaHHAsI KApTHHA SIBJISIETCST TATOTHOMOHIIHOM JIST
3peJIoii TepaTtoMbl [6—8].

1o HacTOSIIIEero BpeMEHHM IIPEAMETOM HAayYHBIX THC-
Kyccuii aBisieTcs: cpeprdeckast ¢popMa BBICOKOOETKOBBIX
KannOpoBaHHBIX BKIoueHuit. T. Aragaki 1 coaBT. [9] ripo-
BEJI UMMYHOTHCTOXMMHUYECKOE NCCIICIOBAHNE IEPMOMII-
HOI KHCTBI ¥ YCTAHOBWJIM, YTO TaK Ha3bIBaeMbIe Chephl
cocrost n3 KeparuHa 1 (K1) u 10 (K10). Kak u3BectHo,
KepaTuH — creun(PUUHBINA IJI1 STIUTENINS OeI0K, MMEeI0-
I MHOXECTBO ITOATHUIIOB, a BAPMAHTHI €T0 SKCIIPECCUH
PETYIMPYIOTCS OIPEISICHHBIMU TUIIAMU SITATEINMATBHBIX
KJIETOK C pa3inyHoi nuddepeHIIMPOBKOIA, OTpeness Habop
KepatuHoB. K mpumepy, MIOCKuUii SNMUTEIUN KOXU TakKxkKe
skcnpeccupyer K1, K10 u mopukpus [10]. ITpu aTom nopu-
KpUH, SIBJISISICh CTPYKTYPHBIM O€JIKOM, oOecIieurBaeT 3a-
IIATHYIO ¥ 0aphepHYI0 (DYHKIIMHI POTOBOTO CJIOS SITUTEIHSL.
CorracHoO KOHLEMIMH, TIpenjioxxeHHo T. Aragaki v coaBr.,
dopmupoBaHe chepruIeCcKUX CTPYKTYP MOXKHO OOBSICHUTD
b0 MPOoAYLPOBAaHUEM OeJIKa ¢ 0co00i MomudpuKaein
KEpaTHHOB B BHICTWJIAIOIIEM KUCTY SIUTEINH, JINOO U3Me-
HEHHEM XUMUYIECKMX CBOMCTB BHYTPEHHETO COMEPXKIMOIO
KUCTHI, YTO BO3HUKAET, HAIIPUMED, IIPU BOCIIAJICHUH 1 IIPH-
BOJUT K JeHATypaluu OeJjika, co3aaBasi YCIOBUsI IJIsl 00pa-
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30BaHUS 1IApOOOPa3HbIX CTPYKTYpP. B cBOIO ouepenb, Jopu- 3aknueHue

KPHUH, 3KCIIPECCUPYIOIIMICI Ha MOBEPXHOCTU cdep, Turantckasg snuaepmMouaHas KMCTA 1IeU SIBISIETCS
He T03BOJISIET UM CKJIEMBAThCsI, 00pa3ysl eIMHYI0 Maccy PEOKOW U MAIOU3YYEHHOU MATOJIOTUEN, UMEIOIIIEH CTPYK-
1 hopMHpysI KOHIJIOMepaT. Beicokoe comepkaHue NIMIMHA ~ TYPHOE CXOICTBO C ASPMOMIHOM KMCTOM. 3a4acTyIo Tpe-
B JIODMKPHWHE JIEIAET €r0 HEPACTBOPUMBIM U HANIESIET TaKM - oyercs nuddepeHIIraIbHAS IMarHOCTUKA 3TOM IAaTOJIOTHH
MU 3Ke CBOMCTBaMU C(hOpMUPOBAHHBIE «ITaprKI». HecMoTpst U Ipyrux HoBooOpazoBaHuii. Hecmotpst Ha To, uTo MPT
Ha To, yTo MPT-KapTrHa B olMCaHHOM CJly4yae, BeposiTHEe MpeacTaBiIsieT coboil Hanbonee 3PPEeKTUBHBII METO,
BCET0, COOTBETCTBYET IEPMOUIHON KUCTE, aHATOTUYHBIA YTOUHSIOIIEH TUAarHOCTUKMU OIYyXOJIEU MSTKMX TKAHEM,
MeXaH!3M 00pa3oBaHUs CHepUISCKUX CTPYKTYp BIIOJTHE  OKOHYATEIbHBIN IUArHO3 yCTAHABIMBACTCS HA OCHOBAaHUM
BO3MOXEH U TIPU SITUAEPMONITHOM KUCTE. TMCTONATOJIOTUYECKOTO MCCIEIOBAHMSI.

A WTEPATYPA/RETFERTENT CES

1. Oh H.J., Eo M.Y,, Sodnom-Ish B. et al. Craniofacial epidermoid 6. Rajendran R., Dighe S.P. A Giant epidermal cyst in the gluteal
and dermoid cysts. J Craniofac Surg 2023;34(8):2405-9. region: a case report. Cureus 2023;15(1):34266.
DOI: 10.1097/SCS.0000000000009561 DOI: 10.7759/cureus.34266
2. Kang S.G., Kim C.H., Cho H.K. et al. Two cases of giant epidermal 7. Otonari-Yamamoto M., Nakajima K., Sakamoto J. et al.
cyst occurring in the neck. Ann Dermatol 2011;23(1):135-8. Atypical MRI and histopathological findings in dermoid cyst.
DOI: 10.5021/ad.2011.23.S1.S135 Bull Tokyo Dent Coll 2018;59(3):207—12.
3. Zito PM., Scharf R. Epidermoid cyst. In: StatPearls. Treasure DOI: 10.2209/tdcpublication.2017-0044
Island (FL): StatPearls Publishing, 2024. Available at: 8. Canda A.E., Astarcioglu H., Obuz E, Canda M.S. Cystic ovarian
https://www.ncbi.nlm.nih.gov/books/NBK499974/. teratoma with intracystic floating globules. Abdom Imaging
4. Ilanmenxo C.B., Tomonsautikuii E.b. Cirydaii ycrieniHoro npumeHe- 2005;30(3):369—71. DOLI: 10.1007/s00261-004-0266-4
Hust MeToza 3D-Busyanu3aiiuy ¥ MOIETTMPOBAHUS B TOPAKATBHOM 9. Mammen S., Korulla A., Paul M.J. An epidermal cyst in the floor
oHkoJjtornn. brojuierens crbupckoit MmenumHb! 2016;2:128—34. of the mouth: a rare presentation. J Clin Diagn Res 2013;7(2):381-2.
DOI: 10.20538,/1682-0363-2016-2-127-133 DOI: 10.7860/JCDR/2013/4165.2776
Shchadenko S.V., Topolnitskiy E.B. Case of successful application 10. Thakar S., Vasoya P. “Sack of marbles” appearance of a scalp teratoma.
of method for 3D visualization and modeling in thoracic oncology. Radiology 2023;307(5):230033. DOI: 10.1148/radiol.230033
Byulleten’ sibirskoy meditciny = Bulletin of Siberian Medicine 11. Aragaki T., Nakamura S., Sakamoto K. et al. MRI findings
2016;2:128—34. (In Russ.). DOI: 10.20538,/1682-0363-2016-2-127-133 of a dermoid cyst in the floor of the mouth with “sac of marbles” sign:
5. Jlanre C., Yomu /1. JIyyeBast [MarHoCTMKA OPraHOB IPYIHOM KJICTKU: an immunohistopathological study. J Oral Maxillofac Surg Med
pyKoBoncTBO, amiac. [1ep. ¢ anmt. C.K. TepHoBoro, A.W. Illextepa, Pathol 2022;34(1):80—4. DOI: 10.1016/j.ajoms.2021.06.012
M.: TBOTAP-Menua; 2015. 432 c. 12. Bragulla H.H., Homberger D.G. Structure and functions
Lange S., Walsh D. Radiology of chest diseases: manual, atlas. of keratin proteins in simple, stratified, keratinized
Translated from english S.K. Ternovy, A.I. Shekhter. Moscow: and cornified epithelia. J Anat 2009;214(4):516—59.
GEOTAR-Media. 2015. 432 p. (In Russ.). DOI: 10.1111/j.1469-7580.2009.01066.x

Bkaanx aBropoB

E.b. TononbHULIKMIT: cOOp 1 00pabOoTKa MaTepuasia, HalMcaHue TeKCTa CTaThb, PelakTHUPOBAHUE;
H.A. ledep, C.B. Ycomnblena: coop 1 00paboTKa MaTepuaia, HallMCaHUE TEKCTa CTaThH;

J1.B. KanuraHoBa: c6op u 06paboTKa Marepuasa, peqakKTupoBaHUE.

Authors’ contributions

E.B. Topolnitskiy: collection and processing of material, article writing, editing;

N.A. Shefer, S.V. Usoltseva: collecting and processing material, article writing;

D.V. Kapitanova: collection and processing of material, editing.

ORCID aBtopos / ORCID of authors

E.b. Tomonsuuukuii / E.B. Topolnitskiy: https://orcid.org/0000-0002-5674-0177
H.A. lledep / N.A. Shefer: https://orcid.org/0000-0002-0011-8370

C.B. Yconbuena / C.V. Usoltseva: https://orcid.org/ 0009-0009-9240-2309

J.B. KanmutanoBa / D.V. Kapitanova: https://orcid.org/0000-0001-9588-1637

KonhmkT unTepecoB. ABTOPHI 3asBJISIOT 00 OTCYTCTBUU KOH(IUKTA UHTEPECOB.
Conlflict of interest. The authors declare no conflict of interest.

®unancuposanue. VccnenoBaHue npoBeneHO 6€3 CIOHCOPCKOM MOMNEPKKH.
Funding. The study was performed without external funding.

Coo0umoneHne npaB NALMEHTOB ¥ NPABII 0MO3THKH. [TaiieHT noanucan HGOPMUPOBAHHOE COrIacue Ha MyOIMKaLMIO CBOMX JaHHBIX.
Compliance with patient rights and principles of bioethics. The patient gave written informed consent to the publication of his data.

Crares nocrymuna: 10.06.2024. Ipunsra K myommkanuu: 05.07.2024. OnyoimukoBana ownaiin: 05.09.2024.
Article submitted: 10.06.2024. Accepted for publication: 05.07.2024. Published online: 05.09.2024.

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin 2024 | Tom 16 Volume 16 \ Ne 3 Issue 3


https://orcid.org/0000-0002-5674-0177
https://orcid.org/0000-0002-0011-8370
https://orcid.org/0009-0009-9240-2309
https://orcid.org/0000-0001-9588-1637
https://doi.org/10.5021/ad.2011.23.S1.S135
https://doi.org/10.20538/1682-0363-2016-2-127-133
https://doi.org/10.20538/1682-0363-2016-2-127-133
https://doi.org/10.2209/tdcpublication.2017-0044
https://doi.org/10.2209/tdcpublication.2017-0044
http://doi.org/10.1016/j.ajoms.2021.06.012
http://doi.org/10.1111/j.1469-7580.2009.01066.x

XPOHUKA HAYUHOWM XU3HU |

06uneiHan KoHepeHUnA, NOCBALWEHHan 15-neTuio
BocTouHo-EBponenckoun rpynnbl no U3y4yeHUI0 CApKoM

Anniversary conference dedicated to the 15 anniversary of the East European Sarcoma Study Group

17—18 mag 2024 . B Cankr-IleTepOypre cocrosuiach
IO6uneiinas KoH(pepeHLMs, TTocBAIIeHHas 15-netuio Boc-
TouHO- EBpomneiickoii rpyriisl o usydeHuto capkoM (EESG).
B xoHdepenmy npuHsm ydactue 6omee 200 crieinairncToB
n3 Poccum u crpan CHI. Hayynast mporpaMmma BKIIrogaia
0030p MHHOBALIMOHHBIX METOJIOB U TEXHOJIOT UM JIJIs1 paH-
Hell TMaTHOCTHKH CapKOM, B TOM YKCJIE MOJICKYJISIPHBIC
MapKephl, MEPCHIEKTUBB UMMYHOTEPAIIMK, TapreTHOM
Tepanuy 1 KOMOMHNUPOBAHHBIX METOIOB JICUCHHS, a TAKKE
IIPEeACTaBIeHNE HOBBIX IEPCHEKTUBHBIX IIPEIapaToB
U TePaIeBTUYCCKUX ITOAXOI0B, 0030p XUPYPTUIECKUX ME-
TOHOB JICUCHMS C IPUMEHEHHEM COBPEMEHHBIX PEKOH-
CTPYKTUBHO-TUTACTUIECKUX METOIUK, B TOM YMCJIC a1~
TUBHBIX TeXHOJIOTHI. OOCYXIaaach BaXKHOCTb BOBJICUCHMSI
MMAlIMeHTOB B pa3pabOTKy MCCIACIOBAaHUI U JICUCHMUS,
a TakKe B IIporpaMMbl MOAAEPXKKU O0OydeHUs U peaduin-
TallM IJIS YIYYIICHWST Ka4eCTBa XXM3HU W ITOHMMAaHMUS
3a00JIeBaHUSI.

Cneunanuctamu EESG pa3pabotaHbl 1 OOHOBJISIOT-
CsI B COOTBETCTBYIOILIME CPOKM KIMHUIECKIE PEKOMEHIA-
LMY IO JICYCHUIO CAPKOM KOCTEM U MSITKMX TKaHEH, KO-
TOophIe yTBepxKAeHb MuH3apaBoMm Poccunt u ¢ 2025 1. Oymyt
00s13aTeIbHBI K IPUMEHEHHIO TIPH JICYCHU! ITaIlleHTOB
Cc TaHHOH maroJjiorueit. Takke HalllM AMArHOCTHI eXXeMe-
cstaHO poBoaAT 3acenanue KocrHoro kiyoa (Bone Club
N1) ¢ yuacTueM Beaylmx 3apy0ekHbIX CIIEIUAIMCTOB, HA
KOTOPOM OOCYKIAIOTCS TOHKOCTU IUddepeHIaIbHOI
IMATHOCTHKM CapKOM KOCTeI U TOOPOKaYeCTBEHHBIX HO-
BOOOpa3oBaHUl KOCTEH.

lpogheccop A.A. Dederko
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C IpUBETCTBEHHBIM CIIOBOM K YIaCTHHUKAM OOpaTH-
JIMCh TIpencemaTean KoHdbepeHOuu akazeMuk PAH
M.J. Ames, uneH-koppecrnoHaeHT PAH B.M. MouceeHKo,
mpodeccop A.H. Maxcon, mpocdeccop I'.. Tadron. JTunepsr
MHEHHUI OTMETWIN, YTO OHKOOPTOIIEINS SIBISIETCS] OMHUM
U3 HanboJiee ObICTPOPA3BUBAIOIIMXCSI HANTPABJICHUIA OHKO-
JIOTUY B OTHOILIICHNHY KaK (hapMaKOTePaITiK, TaK 1 TEXHOJIO-
Wi XMPYPIUUECKOTO JICUCHUS 1 peaOINTALIIMN.

IlepBas cexuyst KoHGpepeHIIMN ObLIa TTOCBSIIEHA CO-
BPEMEHHBIM METOIaM JICKAPCTBEHHOTO JICUCHUS W JUATHO-
CTUKMU OITyXOJICH KOCTel 1 MATKUX TKaHei. OTKpbII KoH(e-
perImio gupekTop CaHkKT-IleTepOyprckoro KImHIIeCKOro
HayYHO-TIPAKTMYECKOTO LICHTpa CIISIAIN3UPOBAHHBIX BUIOB
MeTUIMHCKOM oMo (oHkonoruueckuit) um. H.I1. Ha-
najakoBa, wieH-KoppecnoHaeHT PAH B.M. Mouceenko 10-
kinanoM «IIpenkinHuueckoe ¥ KIMHUYECKOe 000CHOBAaHUE
MeTabo0IMYeCcKOoii Teparuu paka». MecTto 1 pojib UMMYHOTe-
parmu B JIeYCHIUH CApKOM OTpa3uJl B BEICTYIUICHUM TIpodhec-
cop A.A. @enenko. O HOBBIX TOCTIDKEHUSIX B TUCTOJIOTHYE-
CKOM M MOJIEKYJISIPHOM KJIacCU(UKALUM CaPKOM MSITKUX
TKaHel u Kocrteil pacckasdana a.M.H. K.C. Illenexosa.
T.C. Adonmna 13 MHUOUM mm. I1.A. TepiieHa qeTanbHo mpe-
CTaBWJIA OMUKCHBIE TEXHOJIOTUM B IMATHOCTUKE 1 JICYCHUH
CapKOM MSITKUX TKaHei. [Tpemmomaraercsi, 4To mocTreHoMHast
MEIUIIMHA TI03BOJINT YIYYIINTh Ka4eCTBO HUATHOCTHKU
U TIPOTHO3MPOBAHMSI TCUCHUST OOJIC3HI.

OTKpBIBasi BTOPYIO CEKIINIO, KOTOpasI ObLjia ITOCBSIIIE-
Ha POJI XMPYPTUUYECKOIO JeUCHUSI CapKoM, Ipodeccop
B.B. Tem1sikoB 00paTui ocodoe BHUMaHKe Ha 3HAUMMOCTb
PEKOHCTPYKTUBHO-TUTACTUIECKIX METOIOB B OHKOOPTO-
rmequu. B BeicTyruiennu A.JI. 3ybapeBa ObLT ITOKa3aH OITBIT
JICYCHUsI CapKOM MSATKHUX TKaHE#l, aCCOMMPOBAHHBIX
¢ HeiipopudbpomMaroszom I Tumma, B MPHII um. A.@. 11p16a.
N.P. Cadun BRICTyNUII C JOKJIAAOM 00 SBOJIIOIINH ITOMI-
XOJIOB K JICYCHHUIO OITyXOJIeH JTy4e3amsiCTHOTO CyCTaBa.
Posb peKOHCTPYKTUBHO-IUIACTUYECKUX OIEepaluii y Ia-
LIMEHTOB C OIYXOJISIMU MSATKUX TKaHe# Ta3a OblIa IoKa3a-
Ha B BeicTyIUieHnu JI. M. Codponosa 13 HMMUII onko10-
ruu uM. H.H. bnoxuna. PesynsraramMmu mpuMeHeHUSs
TUTAHOBHIX CETOK IIPY SHIOIPOTE3NPOBAHNY MAIIEHTOB
C OIIYXOJISIMM ITIPOKCUMAIBHOTO OTIEA TOJICHU ITOHCIMII-
cg nokrop U.M. MukaiinoB. Ormeir HM UL onkonorun
uM. H.H. IletpoBa B ieueHnHU OITyX0Jieil TA30BOr0 KOJblia
6611 npeactasieH B nokinane W.I. Tagrona.

B pamkax paboTbl KOH(pEpeHIIMY TTPOBEACHO 3acea-
Hue EESG, Ha KoTOpoM OBUIH TTOABEAEHBI UTOTH PabOTHI
rpymisl 3a 15 net. UcnonnurensHbiii gupekrop EESG
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YKTUNBHO-TL

| EKOHCTP
pOJIb P uMEHTOBCC

ONEPALIMIY MA
TKAHEM TA3A

COOPOHOE AW,

A.N. CopppoHos

npodeccop A.A. PeneHKO BBICTYIIUII C JOKJIAIOM O pe-
3yJIbTaTax paboThI IPYIIIBI, B KOTOPOM OTMETHII BEICOKHE
IOCTUXKEHUS B MOIMYJISIpU3allny HanpasieHus. 3a 15 net
cBoero cymectBoBauusa EESG oobenunmna 24 Benyiine
knmnHukn Poccun u CHI, toe cnenyanucTbl-OHKOJIOT U
mpo¢eCCUOHAIIBHO W TIPUIIEIFHO 3aHUMAIOTCS TUAaTHO-
CTUKON U JICYCHUEM CAPKOM KOCTEW M MSITKHMX TKaHEH.
A.A. @eaeHKo 1obaarogapuil Bcex CrelaaiCcTOB 3a TeC-
HOE MHOTOJICTHEE COTPYITHUYECTBO.

OnHoBpeMeHHO ¢ co3nanneM EESG nauaro uznanue
XypHana «CapKOMBbI KOCTEM, MATKUX TKAHEH M OIyXOJIU

XPOHUKA HAYUHOWM XU3HU |

KOXW», KOTOPBII HA CETOMHSIIHUMI IEHb HE TOJIbKO PEKO-
MmeHgoBaH BAK k mybGiamKamuysM pe3yJIbTaToOB UcCeqoBa-
HUI1, HO ¥ BXOIUT B €AUHYI0 OMOIMorpadpuuecKyro u pe-
¢depaTuBHYIO 0a3y JaHHBIX pelLlEeH3MPYEMOM Hay4dyHOI
JmTepatypbl Scopus. OTBETCTBEHHBIN CEKpeTaph XKypHalia
J.1. CodpoHoB TIpeaCTaBUII €KETOTHBINA OTYET O paboTe
XypHaJa, rie OTMETUI POCT OMOIMOMETPUUECKUX MOKA-
3aTesiel, MOosIBJIEHME HOBBIX aBTOPOB 1 MTOBBIILIEHUE Kaye-
cTBa ctateil. OCOOCHHO MHTEPECHBIE MOKJIAIbl PEIIeHO
OBLIO OIyOJIMKOBATh B BUIE cTaTeil B XXypHaje «CapKoOMBbI
KOCTEM, MSITKAX TKAHEU 1 OITYXOJIM KOXI».

B pamkax BTOpOTO IHS KOH(MEPEHINU YIAaCTHUKHU
CMOTJIA OOCYIWTh KOHKPETHbIE KIMHUYECKUE ClIydyau U3
MPAKTUKU, SKCIIEPUMEHTAIbHbBIE HAYYHBIE UCCIICA0BAHMS,
BOIIPOCHI UMITIOPTO3aMelleH . B pa3HbIX KIMHKUKaX Ha-
KOILJIEH OOJIBILION OIBIT NPUMEHEHMS ANAUTUBHBIX TEXHO-
JIOTW, CIEUMATMCThl aKTUBHO UM IEJIWJIMCh U HAXOAWUINU
OTBETHI B XapKuX AucKyccusix. HecMoTpst Ha nocTtaTouHO
Y3KyI0 TeMy KOH(pepeHLIH, OPTaHN3aLIMOHHOMY KOMUTE-
Ty YOAJIOCh COOpaTh B OMHOM MECTE BEIYIINX SKCIIEPTOB,
OCBETHMB B IPOrpaMMe KJII0U€Bbl€ BOMIPOCHI BEAEHUS Ma-
LIMEHTOB C OIMYXOJISIMUA KOCTEN U MATKUX TKAHEH.

ITpu mogBeAeHMM UTOTOB I00UJIEIHOM KOH(DEPEeHIIUN
ObUIM ONpenesIeHbl IPUOPUTETHBIE HATIPABJIECHUST MEXKITN-
HMYECKMX B3aMMONCUCTBUM, INIAHUPYETCSI YCOBEPIICH-
CTBOBAaTh U MOJHSTh HA KAUYECTBEHHO HOBBI ypOBEHb
OKa3aHME CHCUMAIM3UPOBAHHON METULIMHCKOMA OMOILI
MAalMEHTaM C OMYXOJISIMU KOCTEU Y MATKUX TKAHEH.

YyacmHuku KoHpepeHyuu
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OASd ABTOPOB |

TPEGOBAHUA K 0®OPMJIEHUIO PYKOMUCEN

[Tpv HanpaBneHum CTaTbin B peaaKLmio XypHana «Capkombl KOCTeii, MATKIX TKaHeli
11 0MyXOMM KOXV1» aBTOpamM HeoBX0AMMO PYKOBOACTBOBATLCA CTIEZYHOLLMMY NPaBUAAMM,
1. 06wue npaBuna
MTpn nepBUYHOM HanpaBneHUM PyKOMUCH B pedakLmio B KOMUM SNEKTPOHHOMO
M1cbMa JOMKHbI ObITb YKa3aHbl Bce aBTOPbI AaHHOI cTaTbit. 06paTHyto (BA3b C pefaKLu-
eil byeT noAAepX1BaTb OTBETCTBEHHbIN aBTOP, 0603HaUEHHbII B CTaTbe (CM. NYHKT 2).
lpencTaBneHue B peaakLmio paHee ony6nMKoBaHHbIX CTaTeil He JonycKaeTca.
[ina paccmoTpeHua pykonucy pegakumn TpebyeTca nucbMeHHoe cornacie Kax-
JOr0 aBTOPa Ha 06paboTky 1 pacnpocTpaHeHne NePCOHANbHBIX AAHHbIX B MEYaTHOM
1 undposom Buae. CKaH NOANUCAHHOTO COTNacuA HeobXoAMMO 3arpy3uThb Kak Aonon-
HUTENbHbI aiin B pazaene «onucaxue» npu nogaye cratbu. leyatHbli NOANMCAHHDINA
BapuaHT Cornacua HeobXoA4umo 0TNPaBUTH Ha afpec pesakLyu.
2. 0popmneHune faHHbIX 0 CTaTbe U aBTOpaxX
llepBas cTpaHuLa AOMKHa COAepXaTb:
— Ha3BaHMe (TaTbl,
— MHMLMANbI 1 Gamunm BCex aBTopoB,
— yueHble cTeneHu, 3BaHINA, LOMKHOCTU, MeCTo paboTbl KaXA0ro U3 aBTOPOB,
a 1akxe ux ORCID (npu Hanuuum),
— MONHOE Ha3BaHWe yupexaeHua (yupexzaenuit), B KOTOpom (KOTOpbIX) Bbl-
nonHeHa pabota,
— afpec yupexaeHna (yupexaeHuii) C ykasaHuem nHAeKca.
MocneaHAa cTpaHLa fOMKHA COfepXaTb (BeAeHUA 06 aBTope, OTBETCTBEHHOM
3a (BA3b C pefjaKLmeil:
— hamunua, UMA, 0TYeCTBO NOAHOCTbIO,
— 3aHNMaeMas OMKHOCTb,
— yUeHas cTeneHb, yyeHoe 3BaHue,
—NepCoHanbHblii MexayHapoaHblit npextuukatop ORCID (noppobHee:
http://orcid.org/),
—nepcoHanbHblil aeHtuukatop 8 PUHL (noppobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIi TeneqoH,
— aZipec 3NeKTPOHHOI NouTbI.
3. 0popmneHue TeKcTa
(raTby npuHMMatoTca B gopmarax doc, docx, rtf.
LWpud — Times New Roman, kernb 14, meXcTpouHblii unTepBan 1,5. Bce cTpanu-
Libl JOMKHbI 6bITb NPOHYMePOBaHbI. TeKCT CTaTbin HAUMHAETCA CO BTOPOI CTPaHMULbl.
4. 06bem cTaTeii (6e3 yueta UANIOCTPALMIA U CIUCKA NUTePaTYPbI)
OpurnHanbHas ctaTba — He 6onee 12 cTpanuy (60nbLwnii 06bem fonyckaetca
B UHANBYUAYaNbHOM NOPAJKE, M0 PELUeHNI0 pefakLmy).
OnucaHue KNWHNYECKNX CyyaeB — He bonee 8 CTpaHuL.
0630p nuTepatypbl — He Gonee 20 cTpaHuL.
Kpatkue coo6LieHusa u nucbma B pefakumIo — 3 CTpaHuLbl.
5. Pestome
Ko Bcem Bipaam cTateii Ha 0TAEABHON CTPaHULE AOMKHO BbITb MPUA0XKEHO pe3io-
Me Ha PYCCKOM 11 aHITINIACKOM (110 BO3MOXHOCTH) A3blKax. Pe3tome JOMKHO KpaTko no-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCUMO OT ee TeMaTuKu.
06vem pesiome — He bonee 2500 3HaK0B, BKN0YaA Npobenbl. Pesiome He LOMIKHO
COePXaTh CCHUTKN Ha MCTOYHUKM IUTEPATYPbI 11 WANIOCTPATUBHDIIA MaTepuan.
Ha 370/ Xe CTpaHuLie NOMELLAKTCA KloyeBble CI0BA Ha PYCCKOM U aHTIMIACKOM
(no BO3MOXHOCTH) A3bIKax B Konuuectse ot 3 Ao 10.
6. CTpykTypa cTateii
OpuruHanbHas cTaTbA JOMKHA COREPKaTh CleaytoLLne pasaenbl:
— BBe/ieHNe,
—Lienb,
— Matepuanbl 1 MeToApl,
— pesynbratbl,
— 0bcyxpeHne,
— 3aKnioueHne (BbiBoabl),
— KOHGMUKT MHTEPECoB NA BCeX aBTOPOB (B CNyuae ero 0TcyTCTBUA HeobXo-
ZIMO YKa3aTb: «ABTObI 3aABNAKT 00 OTCYTCTBUN KOHGNUKTA MHTEPECOBY),
— op06peHue NpoToKoAa CCNEA0BaHINA KOMUTETOM N0 6103THKe (C yKa3aHu-
€M HoMepa 1 aTbl NPOTOKoNa),
— MHOPMMPOBaHHOE Cornacvie NALMEHTOB AU UX NPeACTaBUTENeN Ha Yya-
CTWie B UCCNIe0BaHUM 1 MYBAnKaLmio AaHHbIX (ANA CTaTeld ¢ aBTOPCKUMM
UCCNIEN0BAHUAMM U ONUCAHUAMN KIMHUYECKUX CYYaeB),
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— YU Hanuuu QUHAHCMPOBAHUA MCCNEOBAHMA — YKa3aTb ero UCTOUHUK
(rpauTmT.4.),
— bnarogapHocTu (pa3gen He ABNAETCA 00A3aTeNbHbIM).

7. UnniocTpaTnBHbIN MaTepuan

UnniocTpaTuBHbIi MaTepuan JomkeH 6biTb NpeaCTaBNeH B BUAE 0TAENbHbIX dail-
NOB 11 He GUrypupoBaTh B TeKCTe CTaTbl. [laHHble TAbNML He JOMKHBI NOBTOPATb AaH-
Hble PUCYHKOB U TEKCTa 11 Ha060pOT.

Oororpadum npeacrasnatorca B hopmartax TIFF, JPG ¢ paspewseHnem He MeHee
300 dpi (Touek Ha aioitm).

PucyHKku, rpadmkm, (xembl, AMarpammbl JOMKHbI ObITb pefakTUpyeMbiMu,
BbInonHeHbIMy cpeactBamu Microsoft Office Excel unu Office Word.

Bce pucyHKM JOMXKHbI ObITb MPOHYMEPOBAHBI 1 CHAOXeHbI NOAPUCYHOUHBIMIA
nognucamu. OparmeHTb pUcyHKa 0603HauaTCA CTPOUHbIMYU ByKBaMM pycckoro anda-
BUTa — «a», «6» U T. i Bce cokpallenus, 0603HaueHua B Bue KpuebiX, 6yKB, Lumdp
WT. /1., UCTIONb30BaHHbIE Ha PUCYHKe, JOMKHDI ObITb pacluMPpoBaHbl B NOAPUCYHOUHOI
nognucy. Mognucu K pucyHKam JAlTCA Ha OTAENbHOM NMCTe NOC/E TeKCTa CTaTbi B 0f-
HOM C Heil daiine.

Ta6nuubl JoMKHbI ObITb HATNARHBIMM, UMETb Ha3BaHWe U NOPALKOBbIA HOMEP.
3aronoBky rpad AOMKHbI COOTBETCTBOBATb MX COAEPXaHMI0. Bce coKpalLienma paciumng-
POBbIBAKTCA B NpUMeYaHy K Tabnuue.

8. EAnHMLbI N3MepeHna 1 COKpaLLeHna

Eaunmubl usmepenua gatotca B MexayHapogoil cucteme egunmy (CU).

(okpaLLeHua C110B He JOMycKaloTCA, Kpome o6LenpuHATbIX. Bce ab6pesuatypbl
B TeKCTe CTaTbit AOMKHbI ObITb MOAHOCTbIO PaClUMPPOBAHbI NPY NEPBOM YNOMUHAHUN
(Hanpumep, komnblotepHas Tomorpaua (KT)).

9. CnucoK nuTepatypbl

Ha cnepylowweil nocne TekcTa cTpaHuLe CTaTby JOMKEH Pacnonaratbea Cucok
LMTUPYeMOil UTepaTypbI.

Bce MCTOUHMKM AOMKHDI ObITb NPOHYMEPOBAHbI, HyMepaLA 0CYLLIECTBAAETCA CTPO-
ro B andaBuTHOM nopazke. Bce ccblNKin Ha MCTOYHMKM UTEpaTypbI B TeKCTe CTaTbi 060-
3HavaloTcA apabckumm Lmdpamn B KBaapaTHbIX ckobkax HaumHaa ¢ 1 (Hanpumep, [5]).
KonuuectBo uuTHpyeMbIX paboT: B OpurnHanbHbIX cTatbAx — He bonee 20-25,
B 0630pax uTepatypbl — He bonee 60.

(cbInkn BOMKHBI JABaTbCA HA NEPBOMCTOUHUKM, LUTUPOBAHUE OFHOTO aBTOpa
no paboTe Apyroro HegoNYCTUMO.

BKnioueHme B CCOK NUTEPaTYpbl TE3UCOB BO3MOXHO UCKMKUMTENBHO NPH CCbI-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHBIE) UCTOUHUKM.

(coinku Ha pucceptaunm u astopedepatbl, HeomybnukoBaHHble paboThl,
a TaKke Ha JaHHble, NOJyYeHHble U3 HeOQULMANbHBIX NHTEPHET-UCTOYHUKOB,
He JoNyCKaKTCA.

[InA KaxJ0ro NCTouHNKa HeobX0ANMO YKa3aTb: GamMuani i MHULMANbI aBTOPOB
(ecnm aBTopoB Gonee 4, yka3blBakOTCA NepBble 3 aBTOPa, 3aTeM CTABUTCA «U Ap.» B pyC-
CKOM nn "et al.” B aHIMACKOM B TeKcTe). ABTOPbI LUTUPYEMbIX UCTOUHUKOB JOMKHbI
ObITb yKa3aHbl B TOM e NOPAAKE, UTO U B NEPBOMCTOUHMKE.

Mpy ccbinKe Ha CTATbK U3 XKYPHANOB NOC/e aBTOPOB YKa3blBAKT Ha3BaHMe (Ta-
Tbi, Ha3BaHue XypHana, ro, Tom, Homep Bbinycka, cTpaHuubl U DOI cTaTby (npy Ha-
nnynm). Mpu ccoinke Ha MOHOTPAaUM YKA3bIBAIOT TakKe MONHOE Ha3BaHMe KHIUTW,
MECTO U3/aHNA, Ha3BaHWe 3[ATeNbCTBA, FOA U3JAHMA, YNCIO CTPAHULL.

(TaTbi, He COOTBETCTBYIOLME AAHHBIM TPEGOBAHUAM, K PACCMOTPEHMUIO
He NPUHUMAIOTCA.

06wwye nonoxeHuns:

« PaccmotpeHmne cTatbit Ha npeameT nybauMKauMM 3aHUMaeT He MeHee
8 Hepenb.

- Bce noctynatowme cTatbu peuensupytotc. Peliensna ABnAeTca aHoHUM-
HOIA.

« Pepakuma ocTaBnAeT 3a coboii NpaBo Ha pefiakTUpOBaHHe CTaTeil, Npe/CTaB-
NeHHbIX K My6nuKauyu.

« Pefakuma He npegocTaBnAeT aBTOPCKWe 3K3eMNAAPbI XypHana. Homep
KypHana MOXHO MONYYUTb Ha OBLIMX OCHOBAHMAX (CM. MHGOpMALMIO
Ha caitTe).

Marepuanbi s ny6nuKaLum npuHAMAIOTCA No aapecy journaleesg@yandex.ru
cnomeTKoii «InaBHomy peakTopy. [lybnukauna 8 xypHane «Capkombl KOCTell, MATKUX
TKaHeli 1 OMyXoNu KOXm».

MonHas Bepcua Tpe6oBaHMii npecTaBNEHa Ha caiiTe XKypHana.
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