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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,
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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

BepeHko AnexkcaHap AneKkcaHppoBMY, A.M.H., YneH-koppecnoHaeHT PAH, 3aBeaytowwmii OTAENOM IeKapCTBEHHOTO
NeyeHus onyxoneit MOCKOBCKOrO Hay4HOro UCCNeA0BaTeNbCKOro OHKONOrMyeckoro nHetutyTa um. MN.A. Tepuena (MHUOW
um. MN.A. TepueHa) — dunmana HMUL, papnonorun Munsppasa Poccumn (Mocksa, Poccus)

CyweHuoB EBreHuin AnekcaHppoBuy, [.M.H., 3aBeflyOLMI OTLENEHUEM ONYXOJei KOCTEN, MATKUX TKaHel 1 Koxu Ne 2
(oHkoopToneauu) HUW knunuyeckoii oHkonorun (HUU KO) ®TBY «HaumoHanbHbIi MEAMLMHCKUIA UCCNes0BaTENb-
CKuit ueHTp oHkonoruu um. H.H. bnoxuHa» (HMUL, onkonorum um. H.H. BnoxuHa) Munsgpasa Poccun (Mocksa,
Poccus)

OTBETCTBEHHbI CEKPETAPb

CocppoHoB leHuc UropeBuy, K.M.H., CTapLUMiA HAYYHbIN COTPYAHUK OTAENEHUS OMYXONeN KOCTEN, MAMKMUX TKAHEH U KOXU
Ne 1 HUW KO HMULL oHkonorum um. H.H. BnoxuHa Munsgpasa Poccumn (Mocksa, Poccus)

PEAAKTOPbI-KOOPAUHATOPbDI

BoxaH BeHnamuH KOpUKOBUY, K.M.H., CTapLUKii HAYYHBIA COTPYAHUK OTAENEHUSA OMyX0Aeii KOCTel, MATKUX TKaHe! 1 KOXK
otaena obuwei oHkonorun HAM KO HMULL onkonorum um. H.H. bnoxuHa Munsapasa Poccuu (Mocksa, Poccus)

Xaparuweunu Teitmypa3 Ko6aesuu, a.M.H., npotheccop, BeayLumuii HayYHbI COTPYAHUK OTAENEHUs OMyXoNeil KoCTel,
MATKUX TKAHEi 1 Koxu otgena obweit oHkonorun HAW KO HMULL oHkonoruu um. H.H. BnoxuHa Mux3sgpaea Poccum
(MockBa, Poccus)
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PEAAKLUMOHHAA KOJUIETUA

AnypoBa Onbra AneKkcaHapoBHa, K.M.H., Bpay-naronoroaHatom ®TBY «HaLnoHanbHbli MEAMLMHCKNIT CCeaoBaTENbCKMIA
LLeHTP aKyLWepCTBa, TMHEKONOTUM U NepuHaTonorun um. akap. B.W. Kynakosa» Mun3gpasa Poccuu (Mocksa, Poccus)

bab6anaeB Anmasbek ANTbiH6aeBuY, K.M.H., 3aMECTUTENb AMPEKTOPA NO Hay4HON paboTe HauMoHanbHOMO LeHTpa OHKON0rMK
¥ remaronoruu npu Munuctepcrse 3apaBooxpaHeHus Kbiproisckoii Pecny6nuku (Buwkek, Kbipreidckas Pecnybauka)

benbiwesa TatbAHa CepreeBHa, A.M.H., npoteccop, Befylnii HayUHbIA COTPYAHUK HayYHO-KOHCYNBTaTUBHOTO OTAENEHMUA
HWW petckoit oHkonorum u rematonorum (HAW [0T) HMULL oHkonorum um. H.H. bnoxuHa Mun3apasa Poccum (Mocksa, Poccus)

BnusHiokoB Oner MMeTpoBuy, f.M.H., Bpay-natonoroaHaToMm, 3aBefylolWnini NaToNoroaHaTOMUYECKUM OTAENeHneM
OIBY «Poccuiickuit HayuHbIN LEHTp peHTreHopaanonoruuy» Munsgpasa Poccun (Mocksa, Poccus)

borpaeB lOpuit MuxainnoBuy, K.M.H., 3aBefylOlMil OTAESEHNEM PEKOHCTPYKTUBHO-BOCCTAHOBUTENLHOW XUPYPrum
Pecny61uKaHCKOro Hay4YHO-MPAKTUYECKOTO LIeHTPa OHKONOTUM U MeAULMHCKOI paauonoruu um. H.H. Anekcanaposa
(MuHck, Pecnybnuka benapychb)

boroytanHoBa AHHa BnaguMUpOBHa, K.M.H., Bpay-oHKonor oTaenenus obuweit oHkonorun HUWN onkonorun ®r6HY
«TOMCKMI HAaLMOHaANbHBINA UCCNef0BaTeNbCKUIT MeanLMHCKMit LueHTp PAH» (Tomckuit HUMLL PAH) (Tomck, Poccus)

bynbiueBa UpnHa BnagncnasoBHa, f.M.H., BeAyWMii HayYyHbIW COTPYAHWK natonoroaHatomuyeckoro otgenenna HMUL
oHkonorun uM. H.H. Bnoxuna Munsgpasa Poccuu, akcnept BoctouHo-EBponeiickoii rpynnbl no nsyyenuto capkom (Mocksa,
Poccus)

Bbyxapos Aptem BuktopoBuy, a.M.H., 3aBefytowuit [pynnoii onyxonei KOCTEN U MATKWUX TKaHe 0TAeNa XMpypruyecKoro
NleYeHNs LIeHTPanbHOW HEPBHOI M KOCTHO-MblWweYHbIx cuctem MHWUOW um. M.A. lepueHa — dunmana HMUL, paguonorun
Mwun3gpasa Poccum (Mocksa, Poccus)

BbiukoBa Hatanba MuxaitnoBHa, K.M.H., 3aBefylollas AHEBHbIM CTALMOHAPOM OTAeNeHus nyyesoit Tepanuu MHUOWU
um. M.A. TepueHa - punnana HMUL, pagnonorun Munsapasa Poccuu (Mocksa, Poccus)

Banues Acnav KampapanHoBuy, fi.M.H., 3aBeaytoluii otaenom obueit oHkonoruu HMUL, oHkonoruu um. H.H. BroxuHa MuH-
3gpasa Poccumn (Mocksa, Poccus)

lacpToH Meopruit UBaHOBMY, A.M.H., Npodeccop, BeAywWMin HayuHblid coTpyaHuKk ®TBY «HauuoHanbHbIN MeAULMHCKNI
uccnefoBaTenbCkuii LeHTp oHkonorun um. H.H. MetpoBa» (HMUL, oHkonorum um. H.H. MNMetposa) MuH3gpaBsa Poccuu
(CaHkT-MeTepbypr, Poccus)

l13amnaeB AcnaH 3enMMxaHOBUY, K.M.H., BPA4-OHKOJOI [E€TCKOTO OHKOJIOMMYECKOTO OTAENEHNUS XMPYPrUYECcKUX MeTo0B
neyeruns N2 2 (onyxoneit TopakoabaoMUHaNbHOW NOKaNU3aLmMm U onopHo-fABuratenbHoro annapara) HAW O HMUL, oxko-
norun um. H.H. Broxuna Mun3apasa Poccun (Mocksa, Poccus)

EropeHKoB Butanuit BAKTOpPOBMY, K.M.H., 3aMeCTUTeNb AMPEKTOPA NO MeaULMHCKOM YacTn [BY3 «CaHkT-MeTepbyprckuii
KAWHWUYECKUI HAyYHO-MPaKTUYECKNIA LIEHTP CNeLnanm3MpoBaHHbIX BUAOB MEAULMHCKONW NOMOLM (OHKONOTUYECKHiA)
um. H.M. Hanankosa» (CaHkT-Netepbypr, Poccus)

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

KoHoBanos Hukonait AnekcaHppoBuu, .M.H., npodeccop, uneH-koppecnoHgeHT PAH, 3aBepyiowmnit cCiMHanbHbIM Hell-
poxupyprudeckum otgenennem OTAY «HaumoHanbHbl MELULMUHCKMUI UCCEA0BATENbCKUIA LLEHTP HENPOXUPYPIUM UM. aKaA.
H.H. bypaeHko» Mun3gpasa Poccuu (Mocksa, Poccus)

KopHioweHkoe EBreHunit AnekcaHapoBuY, K.6.H., MaBHbIil Bpay BETEPUHAPHOI KNMHWUKM «BuokoHTponby (MockBsa, Poccus)

Kypunbuuk AnekcaHap AneKcaHppoBMY, K.M.H, 3aBefyI0Lnii OTAENEHUEM KOMOUHMPOBAHHOTO IEYEHUS OMyXONei KocTel,
MATKUX TKaHE 1 Ko MeaNLMHCKOTO PafMoa0rnieckoro HayuyHoro LeHtpa um. A.®. Libiba — dpunuana HMUL, pagronorum
Mwun3gpasa Poccuu (06HUHCK, Poccus)

Jliobuenko Jliogmuna HukonaesHa, A.M.H., 3aBefyiolas OTLEIOM MONEKYNAPHON F€HETUKU U KNETOUHBIX TEXHONOTUA
HMWL, pagnonorun Munsgpasa Poccuu (Mocksa, Poccus)

MukaitnoB UnkuH MyragacoBuy, k.M.H., Bpad TpaBmatonor-optones ®rbY «HaumoHanbHbI MegULMHCKNIA MCCneoBa-
TENbCKUI LieHTp TpaBmaronoruu u optonegun um. P.P. Bpepena» (HMWUL, TO um. P.P. Bpepexa) Munsapasa Poccuu (CaHkT-
MeTepbypr, Poccus)

MycaeB 3nbmap PacumoBuy, fi.M.H., npodeccop, YneH-koppecnonaeHT PAH, pykoBoanTenb Hay4YHO-NpaKTUYeCcKoro LeH-
Tpa onyxoneit KocTei u MATKUX TkaHei I'BY3 r. MockBbl «MocKkoBCKas ropofickas oHkonornyeckas 6onbHuua Ne 62 lenap-
TameHTa 3apaBooxpaHeHus r. Mockebl» (Mocksa, Poccus)

Hucuuenko fiMutpuin Bacunbesuy, k.M.H., getckuit oHkonor FBY3 r. Mocksbl «Mopo3oBckas aetckas 6onbHuua Jenap-
TameHTa 3apaBooxpaHeHus r. Mocksbl» (MockBa, Poccus)
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Nonatosa [lxxamunsa WaraipatoBHa, A.M.H., AupekTop Hay4HO-NpaKTUYeCcKOro MeAMLIMHCKOrO LLeHTPa AeTCKOI OHKOO-
ruu, rematonoruu u ummyHonoruu (TawkeHt, Pecny6auka Y36ekucraH)

NrawHukoB AMUTPMiA AneKkcaHppoBuY, 4.M.H., npodeccop, masHbiil Bpay ®IBY3 «CaHKT-MeTepbyprckas KnMHUYeckas
6onbHUua PAH» (CaHkT-MeTepbypr, Poccus)

Py6uoBa Hatanba AneTUHOBHA, [.M.H., BPay-peHTIeHOOr, 3aBeaylowWas o0TAeA0M Niyyesoil guarHoctukn MHUOU
um. MN.A. TepueHa — dunuana HMUL pagnonorum Munsgpasa Poccumn (Mocksa, Poccus)

CasenoB Hukuta AnekcaHapoBuY, 3aBefyioLNii NaTONOr0aHATOMUYECKUM OTAENIEHUEM, BPAY-NaTo/0r0aHaTOM BbiCLIE
kBanudukaumoHHoi kateropun MIOb N2 62 13M (Mocksa, Poccus)

Cachmun Unbpap PacdanneBuy, K.M.H., pyKOBOAUTENb OTLENEHUA ONYX0Nel KOCTEN, MATKUX TKaHel u Koxu TAY3 «Pecny-
G/MKAHCKMI KNUHUYECKMIA OHKONOTMYeckuit gucnaHcep MuHucTepcTBa 3apaBooxpaHeHus Pecnybnukn TatapcTaH
um. npod. M.3. Curana» (KasaHb, Pecnybnuka TatapcTaH, Poccus)

Cepuk6aeB laHU AMaHrenbAbIeBUY, K.M.H., pPyKOBOAUTENb LEHTPA ONYXONEN KOCTei, MATKMUX TKaHel u MenaHom Kasax-
CKOr0 Hay4HO-MCCIe0BATENbCKOTO UHCTUTYTA OHKoNoruu u paguonoruu (KasHNNOuP) (Anmatsl, Pecny6nuka KasaxcraH)

CokonoBckuit Bnagumup AnekcaHgpoBuy, 4.M.H., BeLyWUIA HayYHbli COTPYLHUK OTAENEHUS ONYyXONel KOCTel, MATKUX
TKaHell U Koxu otgena obweit oHkonorun HAU KO HMWUL, oHkonorun um. H.H. Bnoxuna Munsgpasa Poccumn (Mocksa,
Poccus)

CTposakoBckuit laHuun JIbBOBMY, K.M.H., 3aBeAYIOLWNIA XMMUOTepaneBTuYeckum otgenennem FbY3 MIOb Ne62 [13M
(MockBa, Poccus)

TennakoB Banepuit BauecnaBoBuy, A.M.H., npodeccop, 3aBefyioWwnint OTAENEHNEM XUPYPTUYECKUX METOAOB NeveHus
¥ NPOTUBOOMYX0NEBOM NEKAPCTBEHHO Tepanuu onyxonei KocTei, MATKUX TKaHei u koxu ®OTBY «Poccuidickuii HayyHbIN LEeHTp
peHTreHopaguonorum» Munsgpasa Poccun (Mocksa, Poccus)

depopoBa AnekcaHapa BnaguMupoBHa, K.M.H., CTaplwmit Hay4HbI COTPYAHUK peHTreHonoruyeckoro otaenedus HMUL,
oHkonorun um. H.H. brnoxuHa Munsgpasa Poccun (Mocksa, Poccus)

XmeneBckuit EBreHunit ButanoeBuy, a.M.H., npodeccop, Bpay-pafuoTepanesT, 3aBefyloWuil OTLEN0OM Iy4eBoi Tepanum
MHUOW um. M.A. TepueHa — punnana HMUL, pagnonorun Munzapasa Poccuu (Mocksa, Poccus)

PENAKLMOHHBIN COBET

Anunes A3u3 [XkaMunb orabl, 4.M.H., npodeccop, 3aMecTuTe/ib reHepanbHoro AupekTopa HaunoHanbHOro LieHTpa OHKO-
norun MuHncTepcTea 3apaBooxpaHeHus Asepbaiimarckoit Pecnybauku (baky, AsepbaiifxaHckan Pecnybauka)

AmupacnaHoB AxnumaH Tanaur orbl, .M.H. npoceccop, 3aBeayiowuii kacdeapoit oHkonoruu AsepbaiifixaHcKoro Mefm-
LMHCKOro yHuBepcuTeta uM. H. HapumaHoBa, aupekTop oHKonoruyeckoii knuuuku (baky, Asepbaiiaxarckas Pecnybnuka)
AHuceHsa Unba UBaHOBMY, K.M.H., CTAapWNIA HAYYHbIil COTPYAHUK, BPAy XUPYPr-oHKONOr BbiClWEN KBAaNUQUKaLMOHHO
KaTeropuu oTgeneHus obuwei oHkonoruu HUN ornkonorum Tomckoro HUML, PAH (Tomck, Poccus)

BenseB Anekceit MuxaitnoBuu, g.m.H., npodeccop, aupektop HMUL, onkonorum um. H.H. Metposa MuHsgpasa Poccuu
(CankT-MeTepbypr, Poccus)

BbipBa Oner EBreHbeBuyY, A.M.H., Bpay BbICWLEN KAaTeropuu, pyKoBOAMUTENb OTAENA KOCTHON OHKONOTUM, TABHBI Bpay
WHcTUTyTa natonoruu no3BoHOYHMKa U cyctaBoB uM. npoteccopa M. . Cutenko HAMH YkpaunHbl (Xapbkos, YkpanHa)

lacpyp-AxyHoB Mup3a-Anu AnuapoBuy, A.M.H., npodeccop, rMaBHbli Bpay TalKEHTCKOr0 OHKONOrMYeCKOro AucnaHcepa,
3aBegylolmit kKaceapoi oHKonorum TalKEHTCKOTO MHCTUTYTA yCOoBEpLIEHCTBOBaHMSA Bpayel (TalwkeHT, Pecnybnuka Y3be-
KMCTaH)

Dllemupos JleB BapumoBuy, f.M.H., npoteccop, 3aBepyowmnit xupypruyeckum otaeneHnem N212 (oHkogepmartonoruu)
HMUL, onkonorum um. H.H. bnoxuHa MuH3apasa Poccuu (Mocksa, Poccus)

3ukupaxomkaes lunbliop 3yxypoBuy, f.M.H., npoteccop, IKC-fupeKTop PecnybanKkaHCKOro OHKONOMMYECKOTo Hayy-
HOTO LeHTpa MUHUCTEPCTBA 34pPaBOOXPaHEHNA U COLMANbHOI 3aWUThl HaceneHus Pecnybnukn Tamkukuctan (OywaHbe,
Pecnybnuka TagKuKkucTaH)

KaitpapoBa [lunapa PaguKoBHa, A.M.H., YneH-koppecnoHaeHT HAH Pecny6nuku KasaxctaH, gupektop KasHUMOuP
(Anmarbl, Pecnybnuka KasaxcraH)

Kanpux Angpent iImutpueBuy, a.M.H., npodeccop, akagemuk PAH, 3acnyxeHHblit Bpad PO, reHepanbHblid gupektop HMAL,
paguonorun Munsgpasa Poccuu, pupektop MHUOW um. N.A. TepueHa — dunanana HMUL, pagmonorun Munsgpasa Poccun,
TNaBHbIA BHeWTaTHbIA oHKonor MuH3apasa Poccun (Mocksa, Poccus)

KywnuHckuint Hukonait EBrenbeBud, f.M.H., npodeccop, akagemuk PAH, 3asepyiowmii otaeneHuem — naboparopueit
KnuHu4eckoi 6uoxumun, HMUAL, onkonorum um. H.H. bnoxuHa Munsgpasa Poccuu (Mocksa, Poccus)

Maxcon AHatonuin HaxumoBuY, .M.H., npodeccop, 3acnyxeHHblit Bpay PO, pykoBoguTens OHKONOrMYeCKOro Hanpase-
Hus AO «TK «06befHeHHble MepuLHcKkue cuctembl» (MockBa, Poccus)
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Mouceenko Bnagumup Muxainnosuy, a.m.H., npodeccop, uneH-koppecnoHaeHT PAH, 3acnyxeHHblit Bpay P®, aupektop
IBY3 «CaHKT-TNeTepOyprckuii KIMHUYECKNI HayYHO-NPAKTUYECKUI LIEHTP CneLnanm3upoBaHHbIX BUAOB MELULUHCKOI
nomolum (oHkonoruyeckuit)» (CaHkr-Metepbypr, Poccus)

Tunnawaixos Mupsaronné HurmatoBuu, a.M.H., npodeccop, MaBHblit OHKONOr MUHWUCTEPCTBA 3APaBOOXPAHEHUS
Pecny6nuku Y36ekucrtaH (TawkeHT, Pecnybnunka Y3bekucraH)

XacaHoB Pyctem WamunbeBuy, a.mM.H., npodeccop, uneH-koppecnoHaeHT PAH, 3acnyxeHHbiit Bpay PO u Pecnybnuku
TatapcraH, rmaeHsblii oHkonor MpuBonKckoro GeaepanbHoro okpyra u Pecny6nuku TatapcTaH, gupektop KTMA — dunuana
Ore0Y N0 PMAHMNO MuH3apasa Poccuu, uneH npaenexus Accoumaumm oHkonoroB Poccuu (KasaHb, Pecnybnuka TatapcraH,
Poccus)

XyceitHoB 3achap Xabubynnoesuy, 4.M.H., npoteccop, MasHbIi OHKoNOr MUHKUCTepCTBa 3apaBooxpaHeris Pecnybamnku
Tapxukuctan (Qywanbe, Pecnybnuka TagKuKkucTaH)

YoitH3oHOB EBreHui JixamaubipeHoBuY, [.M.H., npodeccop, akafgemuk PAH, aupekTop, 3aBeayowmuin OTaeNeHNEM Ony-
xoneit ronosbl u wen HAW onkonorun Tomckoro HUMLL PAH, 3aBeaytowuii kadeppoit onkonoruu ®re0Y BO «Cubupckmit
roCynapCTBEHHBIN MESULNHCKUIA yHUBEpcuTeT» Mun3apasa Poccuu (Tomck, Poccus)

Luzzati, Alessandro, aMpeKTOp OHKOJIOrMYECKOTO LIeHTPa OPTONEANYECKON XUPYPrUM U PEKOHCTPYKLMM NO3BOHOYHUKA
Npu Hay4YHo-uccnenoBarenbckom uHcTuTyTe faneauun (Munau, Utanus)

Rainer, Kotz I., g.m.H., meanumHckuit gupektop Wiener Privatklinik (BeHa, ABcTpus)
Tomita, Katsuro, npodeccop kadeapsl oproneguueckoit xupyprum YHusepcuteta Kanagsassl (KaHaasasa, Anonus)

Winkelman, Winfried W., npodeccop, 6biBLKii pyKOBOLUTEND KIUHWUKW U NOJUKNAUHUKM 00LLE opToneanu npu yHuBep-
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KoHTaKThI:

CeaTocnas Bsvyecnasosuy [lo6pocoukuii svyatoslav.dobrosotscky@yandex.ru

MepBUYHbIE 37I0KAYECTBEHHbIE ONYXON IPYLHOM CTEHKM COCTaBAAIOT MeHee 1 % Bcex HOBOOGPA30BaHMIA, XOHAPOCAPKO-
Mbl — 20 %. Ele pexe BCTPeYaloTCst BTOPUYHbIE XOHAPOCAPKOMBI, pa3euBaloLymecs Ha HoHe NpeacyLecTBYIoWmMX IHXOHAPOM
MM KOCTHO-XPALLEBbIX 3K30CTO30B (KaK eAUHUYHBIX, TAK U MHOMXECTBEHHbIX, HabnogaemMblx npu 60ae3Hu Onbe U CUHAPOME
Maddyyun). MeaneHHbli POCT TaKUX ONyXoeit HepeaKo NPUBOAMUT K UX NO34HEN AUArHOCTUKE, a CI0XKHAs IoKanu3aums
GpocaeT BbI30B CreuranucTam, Tpebys TIWaTensHOM NOArOTOBKM U CAAXKEHHON PaboTbl MyNbTUAUCLMNNMHAPHOM KOMAHADI.
B nuTeparype onMcaHo HEMHOTO Cy4aeB XMPYPruYecKOoro JeYeHnst XOHAPOCAPKOM TPYAUHO-KNOUYMYHOTO COYNIEHEHUS,
I-II pebep u/mau rpyauHsl.

B cratbe npeacTaBnaeH 0630p AUTepaTypbl, NOCBALEHHBIA 3TOM Npobneme, a TaKKe NpuBefeHsl 2 pedkux, No Hawemy
MHEHWI0, KTMHUYECKUX HAbMI0fEeHNs XOHAPOCAPKOMbI BepXHeil anepTypbl rpyaHOI KNeTKM, NPeACcTaBAsoWmUxX MHTepec
KaK 415 OHKOOPTOMNEe[0B, TOPAKA/bHbIX U COCYAUCTLIX XUPYProB, Tak U AN AUATHOCTOB.

Kniouesblie cnosa: BTOPUYHAA XOHAPOCAPKOMa, rpyaHas CTE€HKa, BEPXHAA anepTypa, rpyauHoO-KNlo4Yn4YHOE COYNeHEHUE,
OHKoOpTONneaua

Ina uutupoBanus: Tennskos B.B., flo6pocoukuit C.B., BausHiokos 0.01., Ky3Helos A.M. BTopuyHble XOHAPOCAPKOMbI
Ha hOHe KOCTHO-XPALLEBbIX 3K30CTO30B IPYAUHO-KTIOYUYHOTO COUSIeHEHUs (0630p nuTEpaTypbl U KNUHUYECKKUe Habnio-
neHus). CapKoMmbl KOCTel, MATKUX TKaHel 1 onyxonu koxu 2025;17(3):11-25.

DOI: https://doi.org/10.17650/2219-4614-2025-17-3-11-25

SECONDARY CHONDROSARCOMAS IN THE BACKGROUND OF OSTEOCARTILAGINOUS EXOSTOSES
OF THE STERNOCLAVICULAR JOINT (LITERATURE REVIEW AND CLINICAL OBSERVATIONS)

V.V. Teplyakov', S.V. Dobrosotsky’, O.P. Bliznyukov', A. M. Kuznecov’

!Russian Scientific Center of Roentgenoradiology, Ministry of Health of Russia; 86 Profsoyuznaya St., Moscow 117997, Russia;
2Hospital for war Veterans No. 3, Moscow Healthcare Department; 4 Startovaya St., Moscow 129336, Russia

Contacts:

Svyatoslav Vyacheslavovich Dobrosotsky svyatoslav.dobrosotscky@yandex.ru

Primary malignant tumors of the chest wall account for less than 1 % of all neoplasms, with chondrosarcoma
constituting 20 % of these. Secondary chondrosarcomas developing against the background of pre-existing
enchondromas or osteochondromas (both solitary and multiple, as seen in Ollier's disease or Maffucci syndrome) are
even rarer. The slow growth of such neoplasms often leads to late diagnosis, and the complex anatomy of the localization
poses challenges for specialists, requiring thorough preparation and coordinated work of a multidisciplinary team.
The available literature contains limited reports on the surgical treatment of chondrosarcoma of the sternoclavicular
joint, the I-II ribs, and/or the sternum, with few observations documented.

This article presents a literature review dedicated to this issue, as well as two rare clinical cases of patients
with chondrosarcoma of the upper thoracic aperture, which are of interest to oncologic orthopedists, thoracic
and vascular surgeons, as well as diagnosticians.
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BeegeHue

IlepBuyHBbIE 3710KAYECTBEHHbBIE OITYXOJU TPYAHOM
CTeHKM COCTaBJISIIOT MeHee 1 % Bcex HOBOOOpa3oOBaHUIA
M BKJTIIOYAIOT IIMPOKUIA CIIEKTP MOPAXKEHUN KOCTEN U MSIT-
KNX TKaHe#, xoHapocapkoMbl (XC) — 20 % repBUYHBIX
OITyXOJIEH TPYIHOM CTeHKH, U3 HUX 80 % JIOKaNIM3yI0TCs
Ha pebpax, 20 % — B rpyauHe [1].

B xnaccndpukanmm onyxoneit kocteii BcemupHoii opra-
Hu3a1mu 3apaBooxpaneHus 2020 I. BBIISIISIFOT IIPOMEXKYTOU-
HYIO (C JIOKAJIbHO-arPeCCUBHBIM POCTOM) BTOPHUYHYIO ITIEPH-
(bepuyecKyIo aTUIUMYHYIO XpAILeByro omnyxoib/XC G, [2],
0 KOTOPOIi1 MOMAET peub B 3TOM cTaThe. OHa MOKET BOBHUKATD
de novo i neauddepeHIpoBaTLCS U3 paHee CYIeCTBO-
BaBIIIMX 9K30CTO30B M BHXOHAPOM U cOCTaBisieT 65,7 %
Bcex XC (LIeHTpaJIbHBIX U MepUdEepUISCKNX aTUITNIHBIX
XpAIIEBBIX oImyxoseit) [3].

Hawubosee pacnpocTpaHeHHBIMU JOOPOKAUYeCTBEHHbI-
MM OITYXOJISIMH KOCTEH SIBIISIIOTCSI 0CTeOXOHIPOMEI (OX).
OHU pa3BUBAIOTCS, KOTIa aHOMAJIBHBIN CyOIIeproCTalIb-
HBIH XS 31 HU3a Co3peBaeT MyTeM SHIOXOHIPATLHOTO
OKOCTEHEHUS B MecTe, ynajieHHoM ot anudu3sa. OX co-
CTOSIT KaK M3 KOPTUKAIBHOTO, TaK M U3 MEAY/UISIPHOTO
KOMITOHEHTOB M KJIACCU(PHUIIIPYIOTCS KaK HOXXKOOOpa3HBIC
(¢ y3K0i1 OCHOBOI1) 1 IIPUKOPHEBBIE (C IMUPOKOI OCHOBOI)
[4]. CylecTBYIOT ITaTOJIOTUH, TIPY KOTOPBIX 3TOT MPOIIECC
WMEET HE €IVMHUYHBINA, 4 MHOXECTBEHHBI O4aroBbIi
xapakrtep. K HuM OTHOCHTCSI MHOXKECTBEHHBII HACIICICTBEH-
HBIH 9K30¢T03 (MHD3), Takke M3BEeCTHBIN KaK MHOXKECTBEH-
Has BK30CTO3HAsA XOHAPOIUCIUIA3Us, CEMEMHBIN OCTEOXOH-
IpoMaTo3 WK auadu3apHblii akcnos. OH SIBIISIETCS ayTo-
COMHO-ITOMUHAHTHBIM 3200JICBAHUEM, XapaKTePU3YIOIINM-
cd rorepeit PyHKIMY 13-3a MyTallMii B TeHaX-Cynpeccopax
onyxoseit EXT1/EXTZ2 (Exostosin Glycosyltransferase 1 u 2).
IToMrMO MHOXXECTBEHHBIX OCTEOXOHIPOM, Y HAllEHTOB
MOTryT HabIoAaTbes U Apyrue neopMaliiy CKeleTa, B TOM
qucyie pa3Has IIMHA HOT, 1ehopMaly JIMHHBIX KOCTE,
BaJIBTyCHasI Aedopmaiins Ta300eIpeHHOTO M KOJIECHHOTO
CYCTaBOB, HU3KU pocT. M3-3a 3TUX aHOMaJuii OOJIbHbIS
¢ MHOXecTBeHHBIMU OX 00BIYHO 00paIaloTcs K Bpayam
paHbliIe, 4eM 00JIbHBIE ¢ comuTapHbIMU OX, 4acTo B paH-
HEM JIETCTBE.

Puck 31m0Kka9ecTBEHHOTO MePePOXKIACHUS IIPU MHOXKE-
ctBeHHbIX OX COCTaB/ISIET OKOJIO 5 % 1 OOBIMHO IIPUBOIUT
K pa3Butuio XC HU3KOM CTEIeHM 310KayeCTBeHHOCTH. Ya-
CTOTa XUPYPIUICCKUX BMEIIATE/IECTB Y MALIMEHTOB C MHOXE-
ctBeHHbIMU OX TaksKe BBIIIIE, YeM Y TTAIIUEHTOB C COJIMTAp-
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HeiMu OX. B cpenHem OonbHBIE ¢ MHOXECTBEeHHBIMI OX
IepeHoCcIT Oojiee 5 omepanuii B TeueHue Xu3Hu [4, S).
HawubGonee cepbe3HbIM OCIOXKHEHHEM 3TOT0 3a00JIeBaHMS
SIBJISIETCS 37I0KaYecTBeHHas TpaHchopManys B XC, KoTopast
BcTpedaeTcs B cpenHeM y 3,9 (0,88—25,1) % GOJBHBIX.
B 75 % cinydaeB Takasi TpaHC(hOpMALS IIPOMCXOOUT B BO3-
pacte oT 20 1o 40 net. Y MyXX4nH pUCK 3]T0KaYeCTBEHHOTO
MepPePOXKIEHN BhILLIE, YeM y XKeHIIYH [4, 6—8]. B ocHoBHOM
rnmopaxaercsi no6aBouHblil ckeneT (87,2 % ciydaeB),
IIpY 5TOM Har0o0J1ee YaCTHIMU JIOKATU3AUSIMA BTOPTIHOMN
ormyxonu siBjisttores Ta3 (47,9 % cinydaeB), njonarka (12,3 %
cllydyaeB) U IPOKCUMANIBHBIN OTHEe] OeIpeHHO KOCTHU
(8,3 % cnyuaeB). B mo3BoHouHUKe, pedpax, IpyduHe
M KJTIOYMIIE B COBOKYITHOCTH BTOPUYHAS IepreprIecKast
XC (BXC) nokanusyercs B 12 % ciay4aes [2, 3]. I1o naH-
HBIM psiia aBTOPOB, yacToTa Bo3HMKHOBeHUss BXC Ha ¢o-
He paHee cylecTBoBaBIeil OX IIpu COMMTapHOM IOpaxkKe-
Huu coctapisteT 0,4—10 %, npu MHOXKeCTBeHHOM — 5—44 %
[6,9, 10].

HacnenoBanne MHOXeCTBEHHBIX 3K30CTO30B ITPOVC-
XOIUT 10 ayTOCOMHO-IOMWHAHTHOMY THITY. [0 maHHBIM
H.A. Peterson, y 65 % naiuyeHTOB C MHOXECTBEHHBIMU K-
30CTO03aMH1 ObUIA POICTBEHHUKM C TAKUM XK€ 3a001€BAHUEM.
B uccinenoBanuu A.R. Ahmed u coaBT. u3 42 malueHTOB
C U3BECTHBIM CEMEIHbIM aHaMHe30M Y 28 (66,7 %) Obui
ponctBeHHuku ¢ MHD, y 14 (33,3 %) — HeT. Puck 310Kaye-
CTBEHHOI TpaHChOpMallNU, IO-BUAUMOMY, OXMHAKOB
KakK B CEMEMHBIX, TaK M B CIIOPaAMUYECKUX caydasix [6, 11].

B xome peTpocrnekTMBHOIO aHaiM3a JaHHbIX 627 marm-
€HTOB C JOOPOKaYeCTBEHHBIMU XPsI1Ie00pa3yoliMU OITy-
xonsiMu y 32 (5,1 %) GonbHbIX Hab/I0aaIaCh 3/I0KAYEeCTBEH-
Hast TpaHcdhopMmanus. Y 14 (14,2 %) w3 HUX ObLIM
omnHouHble OX, y 10 (9,2 %) — MHD, y 6 (4,2 %) — co-
JIMTAapHast 3HXOHApoMa, y 1 — 605e3Hb Onbe, y 1 — cuHapoM
Maddyuun. ¥ nanuenTa ¢ 6one3nnio Onbe 66u10 2 XC,
y 1 maumenTa c MHD — 3. CpenHee BpeMs MeXKIy YCTAaHOB-
JICHHEM TICPBOHAYAIBHOTO AMArHO3a M 3JI0KAaUYeCTBEHHOM
TpaHchopMaLmeii cocraBuio 9,8 roga [12].

A.R. Ahmed u coaBT. mpoaHaIU3MUPOBAIN JaHHBIE
107 mamuenToB: y 61 u3 Hux BXC Bo3HuKIIa 13 conuTap-
Hoit OX, y 46 — Ha pone MHD. Iluk 3aboneBaemMocTu
B CpeIHEM IIPUXOIMIICS Ha 00jiee MOJIOIOI BO3pacT —
25-35 ner (mmama3zoH — 15—77 ner). ¥ myxunmH BXC
BCcTpevaeTcs B 1,5 pasa yaiie, 4eM y >KeHIIuH. Y 97 naim-
€HTOB CTENEHb 3I0KaY€CTBEHHOCTH omyxo/u Obuia G,
y 10 — G,. BepxHssa aneprypa okaszajach MopaxeHa
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Bcero (COX; ME) / Total (SOC; ME)

My>umnHbl / Males 65 (40; 25)
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Puc. 1. Pacnpedenerue 60/1bHbIX BMOPUYHOLU XOHOPOCapKOMOLi NO Noy,
mapHas ocmeoxoHopoma; M3 — MHOecmBeHHbI( 3k30cmo3 [6]
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JNokanusaywusa / Location
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B0O3pacmy u JIOKaAu3ayuu smopuyHol xoHopocapkomsi. COX — conu-

Fig. 1. Distribution of patients with secondary chondrosarcoma by sex, age, and location of secondary chondrosarcoma. SOC - solitary

osteochondroma; ME — multiple exostosis [6]

y 2 60sbHBIX ¢ MH3, pebpa — y 3 OOJIBHBIX C COMUTAPHbBI-
Muuy 1 — ¢ MHOXecTBeHHBIMU OX (puc. 1).

A. Righi u coaBT. mpoaHanu3upoBaiu JaHHbIe 214 na-
mueHToB ¢ BXC, Bosnukimmu u3 conutapHoii OX, Ko-
TOpble ObUIM AUATHOCTUPOBAHBI B MHOTOIPOMUIbHOMK
xmmHuKe Oproneandeckoro nHCTUTyTa Prrmromn (Istituto
Ortopedico Rizzoli) (MTanust) u BBISIBICHBI peTPOCITCK-
TUBHO B riepuon ¢ 1943 mo 2019 &. B uccnemoBanue Bommiu
66,4 % MyxuuH u 33,6 % xeHmuH. CpeaHuil BO3pacT
MaLMEeHTOB HA MOMEHT YCTaHOBJICHUSI UArHO3a COCTABUIL
38 ner. Y 8 (3,7 %) u3 214 6onpHbIx BXC okanu3oBanach
Ha pebpax, y 6 (2,8 %) — B rpynune, y 2 (0,9 %) — Ha Kimio-
yunax. [To pe3ynsrataM Xupyprudeckoro jedeHus y 112
(52,4 %) nauuenToB BblABIeHa omyxonb G, y 98
(45,7 %) — G,,y4 (1,9 %) — G, [7].

M. Gnoli u coaBT. MpoaHaJIU3UPOBAIN JeUeHUE
888 marmenTos ¢ OX (B ToM uncite 105 (11,82 %) ¢ BXC,
BO3HUKIIEH Ha poHe MHD), KOTOPBIM ITPOBEICHO XUPYP-
rmyeckoe BMemaTeabecTBO B Istituto Ortopedico Rizzoli.
ABTOpBI OLIEHWIN TOJILKO pe3ynbTaThl B rpymie BXC
Ha (pone MHD. B Hee Bouumu 74 My>XunHbI 1 31 XXeHIIUHA.
¥V 57 % naiLueHTOB ObLI MOPaXKeH 0CeBOii cKeeT, y 44 % —
Ta3, y 33 % — Geapo, ManobepLioBast WK 0oJiblieOepLoBast
KOCTU, Y 6 % — BepXHAS KOHEYHOCTD, Y 6 % — MO3BOHOY-
HUK (B OCHOBHOM InieiiHbie mo3BoHKHU C3, C4, C5 u C7),
y 5 % — nonarka. B 3 % ciyuyaeB 3710KaueCTBEHHAs TPAHC-
(opmaLmst mpousonwuia B pedpe, B 1 (2 %) — B ISITOUHOM
obsactu, B 1 (2 %) — B ximouutie. [1o pe3yasraTam Xupyp-
ruyeckoro jeyenus BXC G, BoisiBnenay 59 (56,2 %) na-
uuenros, G, —y 40 (38,1 %), G,—y 4 (3,8 %), G_—
y2(1,9 %) [8].
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Bropuunbie XC, Bo3Hukawomue u3 OX, — BapruaHTbI
OITYXOJIA C YHUKAJIbHBIMU OCOOCHHOCTSIMU BU3yaTN3aLINH.
VYaacroxk OX, kotopslii nenuddepeHtmpyercs B XC, mpen-
CTaBJIsIET cO00I XpsileByto HUINKY. Ee ToHa cocras-
JIsieT >2 ¢M, 4TO yKasbiBaeT Ha Hajanume BXC. OmHako
TOJIIMHA XPSIIeBO Karcyibl Kak mpy OX, tak u mpu BXC
MOXET BapbMpOBaTh B IIIMUPOKOM AUAIAa30HE, U pa3Mep
KaIICyJIBl caM I10 cebe He SIBIISICTCSI €MIMHCTBEHHBIM KpH-
TepueM Wi ux auddepenunanyu [9, 10, 13]. Tak, mmo gaH-
HbeIM M. Gnoli u coaBt., y 69 u3 103 nanuenroB ¢ BXC
TOJILIMHA XPSILIEBOM KalCylbl B CpedHEM COCTaBMIIA
3 (2,2 10 5,5) cm. InameTp TTopaXkeHus B 78 HAOIIONeHN -
sIX BapbupoBal oT 8,5 no 14,6 cM (B cpeareM 11 cm) [8].
B nuccnemosanum A. Righi 1 coaBT. TOJMIIMHA XpSILIEBOK
KaricyJsisl u3MepeHa B 149 omyxomsax. MennaHa TOJMIIITHBL
cocraBmwiIa 3 cM (MEXKBapTWIBHBIA pa3dMax — 2—5 cM;
Iuamna3oH — 1—14 cM), MenraHa MaKCHUMAaJIBHOTO pa3Mepa
omyxonu — 10 cM (MeXKBapTWIBHBIN pa3max — 7—14,5 cum;
nuamnasoH — 2,5—44 cm) [7]. Y OOJNBIIMHCTBA NMALMEHTOB
OTMEUeHa HepoBHas moBepxHOcTh OX, maxke eciau oHa
3aHuMaja <25 % IUIolaay MOBEPXHOCTU, YTO SIBJISIETCS
HanboJlee XapaKTepHbIM PEHTTCHOJIOTMYECKIM IIPU3HAKOM
MaJIMTHU3alUM 9K30¢T03a. BHyTpeHHss yacTh OX 00bIY-
HO MHHEpaJIM30BaHa paBHOMEPHO U ynopsimoueHHO. He-
OMHOPOJHBII XapakTep MMHEpAIU3aLUU C y9acTKaMU
MIPOCBETICHUS SIBJISICTCS XapaKTePHBIM MPU3HAKOM 3J10-
KayeCcTBEHHOM TpaHCc(opMauy 1 HabJIonaeTcs y 601b-
IIMHCTBA MalueHToB [6, 9, 10, 11, 14—16].

MynsruruiaHapHasi BU3yaan3alys ¢ IIOMOIIBIO KOM-
meroTepHoi ToMorpaduu (KT) m MarHUTHO-pe30HaHCHOM
tomorpacduu (MPT) no3BossieT ycTaHOBUTh aHATOMITIECKYIO
Tom 17
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cBa3b Mexny OX 1 IomIexanieil KocTblo, a TAKXKe Orpe-
nenuth aHaromuaeckue rpanuiisl BXC. KT u MPT oco-
OCHHO ITOJIe3HBI 15T aHAIM3a TTOPaXKeHUI B aHATOMUYECKI
CJIOXHBIX 00JIaCTSAX, TAKUX KaK Ta3, MIO3BOHOYHUK, KITIO-
yuua, rpyauHa u peopa. KT npeBocxoaut MPT B oieHke
MUWHEepaIu3allii MaTPUKCa B IIPUJICTAIOIINX MATKUX TKa-
HSIX, HEpOBHOCTEM moBepxHOCcTH OX 1 aHOMAaJINii KOPTH -
KaJIbHOTO CJ10s1 MaTepruHCcKoit Kkoctu. MPT oGnanaer npe-
umytiectBamu 1epen KT B BBISIBICHUM W OIIpeneIeHUN
TOYHOII aHAaTOMUYECKOM JIOKaau3aluu oOpa3zoBaHUM
B Markux tkaHsx npu BXC. Oba MeToma Bu3yaau3anuu
MIPEIOCTABISAIOT BaXHY0 MHMOPMAIIUIO IS TIpeaorepa-
IIMOHHOI'O TUTAHMPOBAHUS, TTOKA3bIBAIOT COOTHOIIICHNE
OITyXOJIM ¥ MPWIETAIOIINX COCYIUCTO-HEPBHBIX U APYTUX
KM3HEHHO BaXXHBIX CTPYKTYp. XC, BBISIBICHHBIC C TIOMO-
b0 MPT, npeacrasisiiv co6oil KpynHble HEOMHOPOAHBIE
00pa3oBaHUsI ¢ HEPOBHBIMM KpassMU, CHIDKEHHOI MHTEH-
CUBHOCTBIO curHazia B T1-pexxume 1 noBbIlLIeHHOM NHTEH-
cUBHOCTBIO curHaza B T2-pexume. HopmarnbHag xpsiieBast
Karcyia noopokagectBeHHOI OX MMeeT OMMHAKOBYIO TOJI-
IIVHY ¥ UHTEHCUBHOCTh curHana B T1- m T2-pexmnmax,
KakK 1 'y HopMajibHOro cycraBHoro xpsima. ITpu BXC xps-
IIeBasl Karcyja pa3pylIacTcss M 3aMeHSIeTCs TOJbYaTom
OITYXOJIBIO U3 MSITKUX TKAHEW CO CHDKEHHOU MHTEHCUBHO-
cThio curHaja B T1-pexumMe 1 TTOBBIIIEHHON MUHTEHCUBHO-
crhio curHana B T2-pexume [6, 10, 15—17].

Bropnunbie XC, BoO3HMKAOIINE U3 KOCTEH, COCTaB-
JISIOLINUX TPYAHYIO CTEHKY, MOTYT IOCTUATaTh OYEHb O0JIb-
LIMX pa3MEpPOB M, KaK CIEACTBUE, PACIIPOCTPAHATHCA
BHYTDb, B IUICBPAJIbHOE IIPOCTPAHCTBO, MJIM PACTU KHApPY-
KM, TIopaxkask OKPYKAOIIIYI0 MBIIIICYHYIO 1 SKUPOBYIO TKa-
HH, KOMIIPUMHUPYS KPYITHBIE COCYINCTO-HEPBHBIE CTBOJIHI,
CeplIlie U ero cocyabl, Tpaxer U T. 1. [Tanbnupyemoe 00-
pa3oBaHME B TPYIHOI CTEHKE SIBJIICTCSI OCHOBHBIM CHUM-
IITOMOM IpHUMepHO y 80 % malyeHTOB C OIYXOJIbIO TPy -
HOI cTeHKHU. Y 60 % 13 HUX HAaOJII0AAeTCsI COMYTCTBYIOIIAs
6oub [6, 10, 11, 16—22]. JIsixaTerpbHasA HEAOCTATOYHOCTD
U TEMOTOPAKC BCTPEYAIOTCS PEAKO U HAOIIOJAI0TCS TOJb-
KO IIpU OYEHb OOJIbIIKX OITyXoJisix [17].

[pynmHa sBIsIeTCS peIKMM MECTOM JIOKAIM3alIH OITy-
XOJIEW KOCTEW: YaCTOTa €€ MOPaAKEHUS COCTABJISIET BCETO
0,65 % (mpubnusutensHo 15—20 % omyxoneit TpyIHOM
creHkn). [Iporno3upyemas 3ab6osieBaeMocTb XC rpyaHoit
creHku — 60 ciy4yaeB B rofl, 2 % 13 KOTOPBIX IIPUXOIUTCS
Ha XC rpynunsl [15, 19].

Kimouuiia o61amaeT xapakTepucTUKaMy Kak JUIMHHBIX,
TaK M TJIOCKUX KOcTel [22]. DTo penkast JoKalIu3aus
NepBUYHBIX onyxoiieit. YacToTra repBUYHBIX HOBOOOPaA30-
BaHM Kounisl cocrasuseT ot 0,45 no 1,01 % [22], uro,
BO3MOXKHO, CBSI3aHO C 0COOEHHOCTSIMU e€ pa3BuTus. Pac-
IIpeneieHre OIyXoJieil B KJIIOUMIIE aHAJOTUMYHO TOMY,
YTO HaOJII0JaeTCs B IUIMHHBIX KOCTSIX, INIe TUCTAIbHBIC
KOHIIBI (B OCHOBHOM aKpPOMMOH) IIOpaxkaroTcs dJalle,
yeM Testo kmounisl [16]. ITo nanueiM K. Ren u coasr.,
npoaHanu3nuposaBIKX 206 OOJBHBIX C OITyXOJSIMUA BEPX-
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HEW anepTypbl IpyaHOM KieTKu B BocTouHoi A3uu, oc-
HOBHBIMU HOBOOOPAa30BaHMSIMU KIJTIOUUIIBI OBLIN 303UHO-
(unabHas rpanyiaema (18,5 % ciydyaeB), IIa3MOLIMTOMA
(10,2 % cnyuaes), capkoma lOunra (7,8 % ciydaes),
ocreocapkoMa (8,7 % ciydaeB), OX (8,7 % cinydaeB) u XC
(5,3 % cnyuyaes) [21].

XUpypruyeckoe BMEIIaTeIbCTBO CUMTACTCS CAWH-
CTBeHHBIM MeTonoM JedeHust BXC, TocKoJIbKy 3Ta omy-
XOJIb HEUYBCTBUTEIIbHA K JIy4eBOM U XuMuoTepanuu. [1o-
ckonbKy XC, ucxonsmasi U3 KOCTei, JTOKAIU3YIOIIUXCS
B BEpXHEil aniepType, aHATOMMYECKH PACIIOIOXeHa OIn3-
KO K >KM3HEHHO BaXXHBIM COCYIUCTO-HEPBHBIM CTPYKTY-
paM, IUIS OLICHKU COCTOSTHUSI M BRIOOpA CTPaTerny U TaK-
THKU XUPYPrUIECKOTO JICUCHUSI MOXET IOTPEOOBATHCS
y4acTre MHOTOIIPOMIIBHON KOMaH/IbI, COCTOSIIEH 13 Op-
TOIIEOB, TOPAKATBHBIX, COCYIUCTHIX XUPYPTOB M OHKOJIO-
roB. PagukanbHas pe3ekuusi eqUHbIM 0JIOKOM C OTpHULIa-
TEJTbHBIMU KPassMU CYUTAETCS «30JIOTBIM CTaHIapTOM» [ 14,
16, 19, 22—25]. Onyxojb yaaasieTcsl C COXpaHEHUEM 3110~
POBBIX TKaHel Ha paccTossHuuU 2—6 cM. KpaeBast pesekiust
MPUBOAUT K BBICOKOMY PMCKY pa3BUTHUS peLuauBa [3, 6,
12, 13, 16, 17,2022, 26].

B Hacrosiiee BpeMsT BOIIPOC PEKOHCTPYKIIMH IIOCTIE
yIaJeHUSI HOBOOOPa30BaHMI KIIFOUMIIBI OCTAE€TCS TUCKY-
TabebHBIM. Pe3ynbraThl psiia MccieIoBaHUM ITOKa3alu,
YTO MOABMXKHOCTD Y OOJIBIIIMHCTBO (PYHKIIWI BepXHE KO-
HEYHOCTH MOCJIE YACTUYHOU WJIU TIOJIHOW KIIAaBUKYJISKTO-
MHMHU MOTYT OBITh COXpaHEHBI 0e3 ee PeKOHCTPYKLH [14,
21, 22]. HekoTopble aBTOPHI YTBEPXKIAIOT, UTO PE3CKIIMS
MEIUAJIbHOM YaCTU KIIIOYULIBI, KIIIOBOBUIHO-KITIOUNYHOU
CBSI3KM U TTOAKITIOUNIHON MBIIIIIE HAPYIIIaeT CBSI30YHOE
MIPUKPETUICHUE KITIOYUIIBI K TPYAHOM CTEHKE Y MOXKET IIPH-
BECTHU K XpOHUUYECKO 00J11, HECTaAOUJIbHOCTU, CHUXKEHUIO
CWJIBI 1 TIOABMKHOCTY 1uteya [18]. [ToaToMy 0OBIYHO peKo-
MEHAYETCSl PEKOHCTPYKIIMS, OCOOEHHO MOXWIbIM JIIOASIM
WY ITIOAPOCTKAM C HU3KUM ITOTEHIINAJIOM POCTa. DTO M0~
3BOJISAET 3aLUTUTH OKPYXKAIOLIWE MAarCTPAJIbHBIE COCYIN-
CTbIe ¥ HEPBHBIE CTPYKTYPHI, BOCCTAHOBUTh CUMMETPHIO
U COXPaHUTh 00Jiee SCTETUYHBIN BHEITHM By, [21].

J171s1 BOCCTaHOBJICHUS KapKaca M peKOHCTPYKIIAN TPy~
HOI CTEHKM HCIOJIB3YIOT Pa3IMIHbIC MaTepHUaIbl, TAKUE
KaK 3aIIaTKA U3 MMOJUTeTpadTOPATHICHA, TUTAHOBHIS
IUTACTUHBI, CETKM M3 HEPXXaBEIOIIel CTaau, IJIAaCTUHBI
13 CMOJIBI, KPMOKOHCEPBUPOBAHHBIN CTEPHOXOHIPAILHBII
ajIoTpaHcIuIaHTar [27], MeTWIMETaKpUJIaTHBIN LIEMEHT,
3aKJIIOUCHHBIN B ceTKy Marlex, 1leMeHTHBIC «COHABAYM»
W3 CEeTKM U KOCTH [28, 29], mepeMeleHHbI TOpaKoIop-
CaJIbHBII JIOCKYT C peOpOM, KOHCEpBUPOBAaHHAS aJ/TIOTEHHAST
TBepJast MO3roBasi 000JI04Ka B KOMOMHALIMU C TTIOJIMKOM-
MO3UTHOI CETKOM, COCYAUCTHIE MPOTE3bI IJI1 COCAMHEHUST
pe3elMpoBaHHBIX pedep U T. 1. [14].

ITporHos y namenToB ¢ BXC nyyine, yeM y 60IbHBIX
¢ nepBryHoi XC. K HeraTMBHBIM ITPOTHOCTUYECKUM (haK-
TOpaM oTHOCAT onyxonu G,, G,, 06paszoBaHus B 001aCTH
TYJIOBUIIIA, MHOXECTBEHHBIC 3K30CTO3BI, JIOKAJIbHBIC
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peLMInBbI U MeTacTasbl [6, 26]. O0Iast 5-1eTHss BbIKHA-
Baemoctb npu XC G, cocrasnser npumepHo 90 %. B oc-
HOBHOM PeLMAMBbLI BOBHUKAIOT B TeYEHUE MEPBBIX 5 JIET
(mpumepHO y 10—20 % maLueHTOB), IIpU 3TOM OOJIBbILIMH-
CTBO aBTOPOB OTMEYAlOT CTATUCTUYECKHU 3HAYMMBIE pa3-
JIMYMS B MOKa3aTesIX 0e3peluAMBHON BhIXKMBAEMOCTHI
B CJIydasiX, KOrjaa poBOAMIACh 60Jjiee paauKaibHas OIle-
palus, 1o CPaBHEHUIO C KPAaeBO BHYTPUKOCTHOM pe3eK-
umeit [3, 4, 68, 18, 21, 22, 26, 27]. Yacrora pa3Butus
MecTHBIX peranBoB mpu BXC Ha ¢onHe conurapHoii XC
cocraBuia 17,3 %, meractazupoBanus — 5,1 %. [Tomumo
BO3pacTa, eIMHCTBEHHBIM (PAKTOPOM, CBSI3AHHBIM C XY/ -
MMM oKazareaaMu 5- u 10-y1eTHeil o01Ieil BbIKUBae-
MOCTH, SIBJIIETCS BbICOKAsl CTEIEHb 3JI0KA4€CTBEHHOCTH
(otHowieHue puckos (OP) 3,74; 95 % moBepuTeIbHbIIA
unrepsan () 1,69—8,26; p = 0,0005). Kpome Toro, Bbi-
cokasl cTeleHb 3loKadecTBeHHocTu (OP 3,75; 95 %
AN 1,69-8,34; p = 0,001) u xupyprudeckoe yaajieHue OIy-
xomu (OP 3,71; 95 % AW 1,57-8,79; p = 0,003) cBsi3aHbI
C HU3KMMM II0Ka3aTeJsSIMU BBIKMBAEMOCTU O3 IIporpec-
cupoBanus [7]. Pe3ynbsratel MHOTOGAKTOPHOTO aHa/IM3a
6e3pemanBHOM BepkuBaemocT nmpu BXC na pone MHD
IOKa3ajid, YTO BBICOKASl CTEIIEHb 3J10KAa4eCTBEHHOCTU
(G,_,) 22 (0P 5,22; p 0,003) 1 yacTMyHas pe3eKLMUA OIy-
xomu (OP 34,47; p <0,001) 3HAYMMO CBSI3aHBI C PELIMIBOM
3aboneBanus [8]. PeuuauBupyoiie HOBOOOpa3oBaHUS
B 00JIaCTH TYJIOBMILA M Ta3a MOIYT CTaTh HEepe3eKTabe 1b-
HBIMU U SIBJISTIOTCSI OCHOBHOM TIPUYMHOM cMepTu. MeTa-
cTa3bl BO3HUKAIOT PEAKO U, KaK IIPaBUJIO, JJOKAIM3YIOTCS
B JIeTKUX [6, 26]. PesynsraTel aHanmm3a 1437 mauueHTOB,
MOJIyYMBLINX JieYeHUE B MEAULIMHCKUX LieHTpaXx B Hugep-
naHgax ¢ 1980 mmo 2013 ., mpoBeneHHoro Study Group Bone
and Soft Tissue Tumours (WeBot), mokaszanu, yro odmast
3-, 5- 1 10-1eTHSS BBIKMBAEMOCTDb OOJILHBIX, KOTOPBIM
MPOBEICHO XUPYPIrUYECKOE JICUCHUE aTUITMYHBIX XPSIIIIEBbIX
onyxoneil/XC G, (1eHTpanbHas ¥ nepudepuyeckas), co-
craBuna 96 (95 % AN 94—-98), 93 (95 % A 91-95) u 88 %
(95 % AN 86—90) cooTBeTCTBEHHO [3].

OT PEAAKIINN |

B mutepartype nmeeTcst HEMHOTO COODILIEHUI O XUPYP-
TUYECKOM JIeYEHUU XOHIPOCAPKOM IPYANHO-KIIOUMYHO-
ro cowteHenus, [—1I pebep u/uam rpyaunsl [14, 16, 19,
22-26, 27].

IIpuBoauM 2 peakux, 1o HalleMy MHEHUIO, KIMHU-
yecknx HaomoneHus XC BepxHel anepTypbl TpymTHOM
KJIETKH, MIPEICTABIISIOIINX MHTEPEC KaK ULt OHKOOPTOIIe-
JIOB, TOPAKAaJIbHBIX U COCYAUCTIX XMPYPrOB, TAK U IS Jra-
THOCTOB.

Knunuueckoe HabnopeHue 1

Iauyuenm b., 68 aem, c duaenozom «BXC npaeoii karo-
uuybl, paseuswascs uz coaumaproi OX, T2NOMO, G,
IB cmadus». Haxoduacs na cmayuonapuom aevenuu 6 Poc-
CULICKOM HAYYHOM YeHmpe penmeeHopaduonsoeuu. boavHoil
00pamuAcs 8 UeHMp ¢ Hcar06amu Ha Hatu4ue ONyxXoau 8 eepx-
HUX 0MOeAax npasoii NOA08UHbL 2pYOHOI CMEHKU ¢ Nepexo0om
Ha wero, 60au (OyeHKa o 6U3YANBHOU AHAN020801l WKANe
(BAIIl) — 3—4 6anna). U3 anamuesa uzeecmuo, 4umo é me-
ueHue 18 nem y nauyuenma 0bi10 onyxonegoe obpazoearue
6 00nacmu NPOKCUMANbHO20 0MOeAa NPAGoLL KAIOYUYbL U el
B npedwecmeosasuiue obpaujenuro 5 sem Habarwoaics ak-
MueHbLil pocm onyxoau (puc. 2).

Ilo pezyabmamam MPT weu u éepxreii anepmypbi epyo-
Hoil knemku om 31.08.2016 ¢ npoexuuu epyournozo omoena
npaeoll KAo4uYybl 6bis161€H0 008eMHOe 00pA306aHUe Henpa-
8UABHOLL, Oyepucmotl popmbl, HEOOHOPOOHOU MASHUMHO-Pe-
30HAHCHOU CIMPYKMYPbL, ¢ HeOOHOPOOHbIM (D0Nee UHMEeHCUB-
HbIM N0 NepUpepuy U CHUNCEHHBIM 8 YeHmpe) HaKonAeHueM
napamaenemura (puc. 3). Obpaszosanue pacnpocmpaHsiemcs
86epx NPUOAU3UMENbHO 00 YpoeHs noseonka C7, K3a0u u 6HU3
N0 8epXHEMY KOHMYPY PYKOAMKU epyOuHbsl 8 nepeduee cpe-
docmeHnue, MeduabHblli KOHMYpP 00pPA308aHUS OMMECHSEM
mpaxero 61e60, 6e3 yOeOumeabHbIX NPUSHAK08 UHEA3UU, MeC-
HO NpUAedCUm K 8epxyuKe 16020 Ae2K020, KOMAPUMUDYem
noOKAOYUYHble cOcYdbl, 1amepanbhbie omaensl NOOKAOUUY -
HOUl 8eHbl HePABHOMEPHO pacuiuperst (00 22 Mm). 3akaoye-
Hue: obsemHOe 00pa3zosaHue epyourHHo2o0 omodeaa Npasoil

Puc. 2. BrewHudli sud nayuedma b. Onyxosnb 8 8epxHuUx omoenax npasoli NoN0BUHbI 2pYOHOL CMeHKU C Nepexo0oM Ha wero
Fig. 2. Appearance of patient B. Tumor in the upper parts of the right half of the chest wall with transition to the neck
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Puc. 3. 3D-pekoHcmpyKyus U306paxeHUs HOBOOBPA30BAHUS, NOJTYYeH-
HO20 B x00e Ma2HUMHO-Pe30HAHCHOU momoepaguu (60K08as NPoeKYUs)

Fig. 3. 3D reconstruction of the image of the neoplasm obtained
during magnetic resonance imaging (lateral projection)

KAIOYUYbL, PACNPOCMPaHsIoweecs: 8 nepedHee epxHee cpedo-
CmeHue; Heab3s UCKAIUUMb 808AeHeHUe 8 NPOUecC NOOKAI0-
YUUHBIX COCYD08 cnpasa.

1lo dannoim KT om 02.09.2016 cnpasa, na ypoghe epy-
OUHO-KAOUUMHORO COUACHEHUS, 8 2DYOUHHOM omadene KAoUu-
Ybl, GU3YAAUUPYEMC MASKOMKAHHOE 00pA306aHUe C HEPOB-
HbIMU, OyepucmbIMU KOHMYpPamil, HeOOHOPOOHOU CINPYKmYpbl
¢ kanvyugpuxayueii, pazmepom do 10,3 x 10,1 x 9,1 cm
(no dannoim KT om 26.07.2016, 0o 10,2 % 7,7 % 8,8 cm). Bepx-
HSIA ePAHULUA — HA YPOBHE HUNICHET 3aMbIKAMENbHOU NAACUH-
xu CO6, HUXCHAS — Ha YPOBHe sApeMHoll sbipesku (puc. 4, a).
Ilpasas nookaruuunas apmepus — 6e3 HcUpogoii NPOCAOUKU

OT PEAAKIIMNN |

C ONYX0/1610 HA npomsadiceHuu 0o 3,7 cm, ee npoceem coasieH
do 0,2 cm Ha npomsaxcenuu do 0,5 cm (puc. 4, 6). Ilpasas
o0wasn coHHas apmepusi NPOXOOUM N0 3A0HeMY KOHMYpY
0e3 Jcupoeoll npocaoiiku Ha npomsyceruu 0o 4,3 cm, 6e3 cy-
Jcenus npoceema, ommecHena dop3anvo. llpasas naeveeo-
108HAsL 6eHA cOaéaeHa, ee NPOCBEM He NPOCAeNCUBACMCS
Ha npomsaxcenuu do 1,8 cm (puc. 5). Ilpasas enympenuss
APeMHAsL 8eHA NPOX00Um 8 cmpykmype 06pa3o8anusi, He npo-
caexcusaemcst Ha npomsiyicenuu 0o 5,4 cm. Kaavyunos cmenok
COHHbIX apmepuil ¢ 0beux CMopoH.

3akaroueHue: XOHOpPOCapKomMa npasoil KAYUybl ¢ pac-
npocmpanenuem Ha npunedcaujue cocyoucmole CmMpyKmypol,
¢ npusHaKamu noopacmauus (npopacmanus ?) npagoii cme-
KU mpaxeu, npopacmanus npasoil 004U uwumoeuoHoll jicene-
3bL, NPABOLL 2PYOUHO-KAHOUUUHO-COCUEBUOHOI MbIULLbL 8 HUMIC-
Hell mpemu u Npagoill NOOKAOUUYHOU MblUllbl wWeu
Ha 3mom dice ypogHe.

1lo oannwbim ocmeocyunmuepaguu om 05.09.2016 onpe-
densiemes 30Ha eunepukcauyuu paduogapmnpenapama
6 NpoeKyuY npagoil KA4UYbl U npagoeo 2pyouHO-KAUUY -
Ho20 counenenus (Kospguyuenm duggepenyuarvHoeo Ha-
xonaenus (KIH) — 248 %).

Ilo dannbim 6poHXOCKORUU OM NOOCKAAO04HO20 omdena
ducmansHo Ha npomsxcenuu 4 noaykoney npasas 60k08as
cmenka mpaxeu ommecHena uzeHe. IlIpoceem mpaxeu He-
3HAUUMeNbHO yMeHbleH 00 3/4. Xpauesble noaykoavua cena-
acenvt. Causucmas 06040uKa 8 obaacmu ommecHerus enao-
Kas, 6aecmaujas. Kapuna ocmpas. bponxu npagoeo
U N1e6020 Ae2Kux ocmompensl do cyoceemenmapnuix. Cauzu-
cmas 060104Ka OPOHXUANBHOR0 Oepesa 61e0H0-P0308020 Use-
ma. Cekpem cKyOHblil, CAUZUCMOR0 XapaKmepa.

Ilo dannvim uccaedosanuu yHKUUU 8HeuHe20 ObIXaHUS:
gopcuposannutii 6vioox (OB) cocmasnsem 71 %, gpopcupo-
BAHHAS JCU3HEHHAS eMKocmb AeeKux — 62 %.

Puc. 4. Pesaynsmamsi 06cnedosanus nayueHma b.: a — 3D-pekoHcmpyKyus usobpaxeHud, noyyeHHbIx 8 Xo0e KoMnblomepHol momozpaguu
(KT) Hosoobpa3osaHus; 6 — 3D-pekoHcmpyKyus u3obpaxeHud, nonyyeHHsix 8 xode KT-aHzuozpaguu cocydos cepdya u 2nasHsix semseli aop-
Mbl, NOKA3bIBAIOWAA NPUEKAHUE ONYXOIU K NOOKM0YuYHOU apmepuu (0603HavyeHa cmpenkoli), 8ud c3aou

Fig. 4. Results of examination of patient B.: a — 3D reconstruction of images obtained during computed tomography (CT) of the neoplasm;
6 - 3D reconstruction of images obtained during CT angiography of the heart vessels and main branches of the aorta, showing the tumor's

adherence to the subclavian artery (indicated by an arrow), the rear view
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Puc. 5. 3D-pekoHcmpykyus u3o6paxeHul, nosy4eHHbIX 8 xo0e KoMnblomepHol aHeuozpaguu cocy0os cepdya, enagHbix semseli aopmsl
u npumokos sepxHeli nosoli BeHsl nayueHma b.: a — npsAmMas npoexyus; 6 — Kocas npoekyus. JluHuel ykazaH Xo0 npasoli nie4ye20n08HoL BeHsbl,
KPpY)XKOM — 30Ha ee Komnpeccuu, nocsie Komopoli X00 BeHb! He npoc/exusaemcs

Fig. 5. 3D reconstruction of images obtained during computed angiography of heart vessels and main branches of the aorta and tributaries
of the superior vena cava of patient B.: a — direct projection; 6 — oblique projection. The line indicates the course of the right brachiocephalic

vein, the circle — the zone of its compression, after which the course of the vein is not traced

Buinoaunena mpenanobuoncus Ho8000pazosanus, no ee
pesyavmamam eepuguyuposarna BXC G,

CybmomanvHas pesekuyisi npagoil KAYULb! ¢ 2pyOUHO-KAI0-
YUYHBIM COUACHEHUCM, De3eKyueli PYKOSMKU epyOuHbl U Ha0-
xocmHuybt I pebpa ¢ naacmuxoii 60abuioll epyoHoll, epyouHo-
KAFOUUYHO-COCYEBUOHOU U NONAMOYHO-NO0BA3LIMHOU Mbluly
evinonrerna 28.09.2016 (puc. 6). [Ipousseden karouikoobpastblii
paspes Kodcu om OUCAabHo20 omaoena Rpasoi KAHULb
do npokcumanvHoil yacmu m. Sternocleidomastoideus c éxaroue-
HuUem K0dICH0e0 A0cKyma pazmepom 7 % 4 cm (puc. 6, a). Onyxons
evidenena no noarocam. Bexpoima nosepxnocmuas pacyus weu,
8 ducmanvHoil yacmu nepecevena m. Sternocleidomastoideus.
Mobunauzosan enybokuii meduanshbiii noaroc onyxonu. lanee,
nocae omceyenus 60AbUIOU 2pYOHOU MbLUYbL 6 004aCMU NPU-
KpenaeHus ee K npagoll KAro4uye, 6biN0AHEeHA pe3eKyus no-
cnedneli ¢ nomouywio nuavt Jxcunvu (puc. 6, 6). Peseyuposan-

Hblll hpaemenm KaoMuLbl RPUNOOHAM, NOOKAIOUUUHAS MbIULUA
¢ susyaiusayuetl NOOKAIHUYHbIX cOCY008 nepeceuena ¢ no-
Mougbio nekmpoHoxca. Pempoepadno, mynwim u ocmpoim ny-
mem, 0O MUKPOXUDYPEUHECKUM KOHMPOAeM 8bl0eneH 2ay0oK Uil
NOAI0C HOBOOOPA308AHUSL C OMOEAEHUEM OM He20 00U4eil COHHOIL
apmepuu u eHympenHeli apemMHoil éeHvi (be3 HapyuleHus ye-
A0CcmHoOcmU cmeHokK). llanee nood ManyaibHbIM KOHMpPoOAem
¢ NOMOUiBIO 0040MA NPOBEOEHA IKCMPAAPMUKYAAPHAS PE3eK -
yus 2pyOuHo-KaouuuHo2o counerenus. C ucnonvioeanuem
pacnamopa 6vinoanena pezekuyus Haokocmuuywvl I pebpa
be3 Hapywenus yesocmuocmu onyxoau. Ilpenapam ydanen
edunvim Onoxom. Tlocae muamenvhoeo eemocmasa u eusya-
AUBAUUYU COXPAHHOCIMU NPUAEHCABUUX cmpyKkmyp (puc. 6, 8)
npoeedeH SmMan MoleHOU NAACMUKU C Ue/bio YKPbIMUS Mali-
CMPAAbHBIX COCY008. Y3108bIMU UEAMU COCOUHEHbL Pe3eUUpO-
sanHble mbluiybl m. Sternocleidomastoideus, m. Omoheaideus,

Puc. 6. Xupypauyeckuli 3man: a — paamemxa naaHupyemoeo docmyna; 6 — MOOUNU30BAHHbIL npenapam, pe3ekyus Kayuybl nutol Jxunsu;
8 — Joxe yoaneHHol onyxonu (1 — onun Kayuysl; 2 — 06Was COHHAA apmepus; 3 — HAPYIKHAS APEMHAS BeHa; 4 — onus 2pyouHsi; 5 — Kkpali
6016100 2pyOHOU MbILIYbI)

Fig. 6. Surgical stage: a — marking the planned access; 6 — mobilized drug, clavicle resection with Gigli saw; 8 — the bed of the removed tumor
(1 - clavicle sawdust; 2 — common carotid artery; 3 — external jugular vein; 4 — sternum sawdust; 5 — the edge of the pectoralis major muscle)
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m. Sternothyroideus u m. Pectoralis major. Ycmanoeénen ak-
muenwlii dperaxc. TIpodoaxcumensHocms onepayuu cocma-
suna 120 mun, o6sem kpogonomepu — 250 ma.

IIposedero eucmonoeuueckoe uccredoganue yoareHHol
onyxoau — epyOuHHO20 pasmeHma KAUUYbL PA3MEPOM
&% 1,5% 1 cm ¢ hpaemenmamu epyounsi pazmepom 2= 1% I cm,
Koocu pazmepom 10% 4 cm u NOOKAHOUUMHOU MbLLULbL DAZMEPOM
5x 2x Icm (puc. 7). B karouuye évisieneH 3K30QumHblii

OT PEAAKIIMNN |

onyxonesoiil y3ea pasmepom 10 x 8§ x 7 cm, epacmaroujuil
6 epyOuHO-KAIOuUYHOe counerenue. Tkanv dorvbuamas cepo-
Jceamas, xpauesoii naomuocmu. Onyxonsb 6pacmaem 6 Molul-
uy u koxcy. lllupuna kpas onuna karouuyst — 3,2 cm. Ilo pe-
3YAbIMAMAM SUCIOA0UHECK020 UCCACO08AHUS YCMAHOB6AEHA
evicokoduppepenyuposannas (G,)) XC epydunnoeo konuya
Karouuybl. B kpae onuaa karovuypl onyxoneevie KAemMKU He 00-

HapyceHul.

Puc. 7. YoanenHas onyxons. Makponpenapam
Fig. 7. Removed tumor. Macropreparation

/

Puc. 8. 3D-pekoHcmpykyus u306paxeHus, nonyyeHHo20 8 Xooe no-
cleonepayuoHHol KomnblomepHold momoepaguu 2pyoOHol Kremxu
(cmpenkoli yka3zaH ocmamoyHbili hpazmeHm npasoli KaYUYbI)

Fig. 8. 3D reconstruction of the image obtained during postoperative
computed tomography of the chest (arrow indicates the residual
fragment of the right clavicle)

Puc. 10. QyHkyuoHansHblld cmamyc nayueHma b.
Fig. 10. Functional status of patient b.
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Tlocreonepayuonnbiii nepuod npomexan be3 ocobeHHocmeil,
PaHa 3axcuna nepsudHsim Hamsiycenuem (puc. 9). Ilepuoo na-
ontodenus cocmasun 108 mec, QyHKyUOHANbHBIIL cmamyc
no wrane Musculoskeletal Tumor Society Score (MSTS) —
100 % (00sem dsuiceHuil 6 NPasoMm niaeueeoM Cycmage NOAHbLiL)
(puc. 10). Kaxux-aubo xcarob nauyuenm He npedsseasem.
Ilo dannbim nepuoduuecko2o KOHMPOALHOO 00CAeA08aAHUS pe-
yuousa/npoepeccuposanust 3a001€6aHUsL He BbIABAEHO.

Knunuueckoe HabniopeHune 2

Ilayuenm I, 37 nem, obpamusncs é Poccuiickuii HayuHblil
UeHmp peHmeeHopaouoaoUuU ¢ Jcarodamu Ha 60au é odonacmu
2PYOUHHO20 KOHYA NPABOL KAIOYULbl, 00bIUKY NpU pusuye-
cKoll Haepyske, cyxoil kauenv. M3 anamuesa u3eecmHo,
umo 6 ageycme 2023 2. 604bHOI noAY4HUA mMpaemy (yoapuacs
0 naumy), nocae 4eeo nosguaucy 6oau (ouenxa no BAIIl —
2—3 6aana), k cneyuasucmam He obpauwanscsi. B cenmsbpe
2023 e. nauuenm Haxoouacsi Ha CMAYUOHAPHOM AeHeHUU
8 KauHu4eckoil 6oavHuye 2. Hoeuncka no nosody 6ponxuma,
20e npu 006c1e006aHUU BbISIBACHO HOB00OPA308aHUE NPABOIL
KAOYULbL.

IIpu ocmompe 6visieneHbl KAUHUMECKUE NPUSHAKU MHO-
JIcecmeeHHoll IK30CMOo3HOU Xordpooducnaasuu (puc. 11), cun-
OpoM KOMNEHCUPOBAHHO20 COABACHUS NPABOI NAeYe20106HOI
eeHvl (puc. 12), usmenenue eonoca (ocuniocms).

1lo oannoim MPT om 07.11.2023 unmpamopakansro
Ha YypogHe epyOUHO-KAHUYHO20 COYACHeHUs Chnpasa ¢ pac-
NPOCMPaHeHUeM 8 MseKie MKaHU 60K080I NOBEPXHOCMU el
OMMeHArMCes: KatbYUHUPOBAHHbIE ONYX04e6ble MACChl Pa3-
Mepom 0o 7,6 x 5,8 x 8,1 cm. Huxcnuii noaroc obpazosanus
Dpacnonodcer 6 mecme KOHGANEHCA NACHE20A08HbBIX GEH.
1o e2o npasomy Konmypy npoxodum npaeas nae4eoa06Hasl
8eHa, ee Npoceem Ha NPOMsNHCceHUU 0K010 6,2 cm He dughge-
penuyupyemcs (uneasus 2/xkomnpeccus?) (puc. 13). Ilo aeeo-
My KOHMYDPY H08000pa308aHUS NPOXOOUM NAEUe20N08HOU
cmeon, danee NOOKAOMUMHAS apmepusi o2ubaem Onyxoab
c3a0u (cmeHKa, npunexcauyas K OnyxXoneeviM Maccam ¢ He-
POBHbIMU KOHMYpPaMu 3a cuem komnpeccuu?) (puc. 14), 06-
was connas apmepusi npoxooum no 3adnemy Koumypy. Ipa-
845 APEMHASL 8EHA NPOCACHCUBAECMCS 00 YPOBHS BEPXHE20

OT PEAAKIINN |

Puc. 12. KapmuHa 8apuKo3Ho2o pactuupeHus N0BePXHOCMHbIX BeH,
wyHmupytowux cucmemy v. subclavia cnpasa
Fig. 12. Pattern of varicose superficial veins dilatation that are
shunting the v. subclavia system on the right

noaca 06pazo8anus, NPaeas NOOKAOUUYHAS 6eHA — 00 €20
HapyxucHo2o Koumypa. Tpaxes u nuweeod cmeuieHvi 61€60
U KOMRpUMUpo8aHst onyxoawto (puc. 15). Ommeuaromes Kom-
NEeHCAmOPHO pacuiuperHble NOOKO0JICHble 8eHbl nepeoHell no-
8EPXHOCMU 2DYOHOU CTEHKU Chpasa.

Ilo dannvim KT epyonoii knemku om 02.11.2023 kapmu-
Ha HogoobpaszoeaHnus (puc. 16) cxoxca ¢ dannoimu MPT,
Ymo makice He N0360AseMm OKOHUAMEAbHO CYOums 00 om-
HouwleHUlU Onyxonu K nae4e20108HOl éeHe cnpaesa (Ouggepen-
yuposams uneasur/komnpeccuro) (puc. 17). Ilo neeomy
KOHMYpY ONYX0aAu npoxooum NAe4e20A08HOU cmeon, dadiee
nOOKAOYUYHAS apmepus o2ubaem onyxoas c3adu (cmeHka
apmepuu, RPUACIHCAUAs K ONYX0Ae6bIM MACCAM C HEPOBHbIMU
Kpasmu), o0was COHHAs apmepusi Npoxooum no 3a0Hemy
koumypy (puc. 18, 19). Cpedocmenue He cmeujero, e2o epx-
Hutl 3maxc pacuuper cnpasa. Ommeuaromes desuayus mpa-
Xeu u huwesooa énre6o (cm. puc. 16, a), ckoruomuueckas
deghopmayus eepxre-2pyoOH020 0moena NO3GOHOHHUKA 61e60
(cm. puc. 19).

Ilo daunbim éudeoporxockonuu om 23.11.2023 evis6aeno,
Ymo npaeas 2040¢08as CKAAOKA HeNOOBUNCHA, 8 COCMOSHUU
uacmuyHoeo npuederusi, NOOCKAa0ouHbLI omden c60000eH,

Puc. 11. KapmuHa Kopomxux 8u3yaibHbix NPONOPYUL cezmMeHmos ckeaiema u 00H020 U3 3K30CMo308 8 06/1acMU NPaso2o npednsieyss
Fig. 11. Pattern of short visual proportions of skeletal segments and one of the exostoses in the right forearm
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Puc. 13. MazHumHo-pe3oHaHcHas momozpagus 06aacmu NpunexaHus nae4e2008Hol BeHb! K HOB006PA308aHU0. CmpesKamu yKa3aHs! 30HA
6ugypkayuu (a), obnacms komnpeccuu (6) u 30Ha HeybedumensHol dugpepeHyuposKU nieyezon08HOU BeHbl (8)

Fig. 13. Magnetic resonance imaging of the area of brachiocephalic vein adhesion to the neoplasm. Arrows indicate the bifurcation zone (a),
compression region (6), and the inconclusive differentiation zone of the brachiocephalic vein (8)

Puc. 14. MazHUmMHO-pe30HaHCHAA KAPMUHA NPUAEKAHUS 6paxuoye- Puc. 15. MazHUMHO-pe30HAHCHAA KAPMUHA KoMnpeccuu mpaxeu
anbHo20 cmsona 8 obaacmu 6ugypkayuu u npasoli NOOKMYUYHOU (ykazaHa cmpenkoli) u nuwesooa onyxossio

apmepuu (ykasaHa cmpenxod) Fig. 15. Magnetic resonance picture of the trachea compression
Fig. 14. Magnetic resonance pattern of brachiocephalic trunk location in (indicated by arrow) and esophagus by tumor

the bifurcation region and right subclavian artery (indicated by arrow)

Puc. 16. Pesynsmamsi o6cnedosarus nayuesma I.: a — Oeguayus mpaxeu (yKazaHa cmpesnkoli) no OGHHbIM KoMnbiomepHol momozpaguu;
6 — 3D-pekoHcmpyKyus BepxHeli anepmypsi 2pyOHOL KlemKu ¢ HOB006Pa308aHUeM

Fig. 16. Results of examination of patient G.: a - tracheal deviation (indicated by an arrow) according to computed tomography;
6 — 3D reconstruction of the upper chest aperture with neoplasm

CapKombl KOCTell, MArKNX TKaHel u onyxonn koxu Journal Bone and soft tissue sarcomas, tumors of the skin 2025 | Tom17 Volume 17 | Ne3 Issue3
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Puc. 17. KomnsiomepHas momozpagpus npagoli nie4e2on08Hol 8eHs! (YKa3aHa cmpenkamu) u H0B006pa30s8aHus (8eHo3Has aza KoHmpa-

CMUPOBAHUS): a — nonepeyHsili cpes; 6 — hpoHmansHbil cpes

Fig. 17. Computed tomography of the right brachiocephalic vein (indicated by arrows) and neoplasms (venous phase of contrast): a — transverse

section; 6 — frontal slice

Puc. 18. KomnsiomepHo-momozpaguyeckas aHeuoepagus nayuenma I
BudHa 30Ha komnpeccuu (uHsasuu?) npasoli nieye2on08HOL BeHbl
(o6o3HaqeHa cmpenkoli). JluHuel ommeyeH xo0 npagoli NoOKM0YUY-
Holi apmepuu u ee ycmbs (B8bI0e1€HO KPYXKOM)

Fig. 18. Computed tomographic angiography of patient I. A compression
zone (invasion?) of the right brachiocephalic vein (indicated by an arrow)
is visible. The line marks the course of the right subclavian artery
and its mouth (highlighted by circle)

npoceem mpaxeu Ha NPOMANCEHUU 4 XpAulesbix nosyxoney,
coxpanen. Ha yposne 5— 13-x xpsawjesvix noaykoney omme-
yaemces deghopmayus npoceema mpaxeu 3a c4em coaeaeHus
usgHe u cmeujenus eaego. llpoceem mpaxeu He3HaUUMeENbHO
ymeHvuier (1/4 npoceéema). Xpsaujegvie noaykoavya mpaxeu
Ha 6cemM NPOMANCEHUU XOPOULO KOHMYPUPOBAHbL, MEHCXPS1-
ujesble NPOMENCYMKU He PACUUPEeHbL, CAUZUCMAs 000404Ka
mpaxeu be3 npusHaxos unguasvmpayuu. Kapuna ocmpas.
bpoHxu npasoeo u 1e6020 neckux He U3MEHEHbL.

Saxnrouenue: degpopmayus npoceema mpaxeu co cmeuje-
HUeM 81e60, NPUSHAKU CYICeHUS npoceema mpaxeu Ha 1/4 6 30-
He cdasneHUs uszgHe, NPUSHAKOE ONYX01€80l UHPUALMPAYUL
He 8blABACHO, Nape3 NPasoll 2010C060H CKAAOKU.

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

Puc. 19. 3D-pekoHcmpykyus u3o6paxeHu, nosy4eHHbIx 8 Xo00e KOM-
nblomepHo-momozpaguyeckoli aHeuoepaguu (8ud c3adu). SpoH-
manbHbIl cpe3. BudeH xo0 ommecHeHHOU onyxo/ibio npagol NooKo-
yuyHoli apmepuu (0603Ha4YeHa cmpeskol)

Fig. 19. 3D reconstruction of images obtained during computed
tomographic angiography (rear view). Frontal slice. The course
of the right subclavian artery pushed by the tumor is visible (indicated
by an arrow)

Ilpu ocmeocuyunmuepaguu ececo meaa om 30.10.2025
nocae eHympugennozo egedenus 555 Mbk *“"mexunegpopa
(*"1t) ommeuennvl ouazu euneppuicayuu pacuogapmnpena-
pama 6 npoeKyusx:

* epyounnoeo omadena npasoil karuuusl (KIAH — 398 %);

* nepeduezo ompeska opuenmupogouno V—VI pebep cresa
u VI pebpa caeea no cpeduexaovuunoii aunuu (KAH —
190 %);

* 3a0HuUx ompesxoe opuenmupogoyro VI—VII pebep cnpa-
6a no nonamouuoll AuHuu (Maxcumanvuwiii KIH —
180 %). Ilo dannbim nepecmompa MyabMuUcnUpaIbHol
KT opeanoe epyonoii kaemku om 06.10.2023 evisignen
ax3ocmos VII pebpa cnpasa ¢ suzyanuzayueii KOCMHO20
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cpauerus VI-VII pebep cnpasa ¢ aokanvHoii degpopma-

yueti naeepul;

* npasoii 6onvuedepuyosoii kocmu (KAH — 237 %).

Ilpu uccaedosanuu pyukyuu eHeuwHe2o ObIXAHUS Bbl16-
/€HO YMepeHHoe HapyuleHue OUOMEeXAHUKU ObIXAHUs No pe-
cmpuxmueromy muny (10-remuuii cmadxjc KypeHusi).

Yemanoenen duaenos: BXC, pazsuswascs uz ouaea MHo-
HCECMBEHHOU SK30CMO3HOL XOHOPOOUCNAA3UU, 2PYOUHHO2O
omdena npaeoi Karowuyst, T2NOMO, G,, 1B cmadus, napes
6036PAMHO20 20DMAHHO20 HEpP8a CNPasa, 6apUKO3HOEe PAC-
WUpeHue noGepxXHOCMHbBIX 6eH NPABOL NOAOBUHbL ePYOHOIL
CMEeHKU, CMeH03 mpaxeu.

Buviopana xupypeuueckas maxkmuxa rewenus. Cocmagnen
naan emeuwamenscmea. C yuemom nodo3peHus Ha UHBA3UH)
CMEHKU NAe4e20106HOU GeHbl U pUCKa HeobXodumocmu pe-
3eKYUlU U NPOME3UPOBAHUS B08ACHEHHO20 8 ONYXO0AE8blll NPO-
yecc ceeMeHma 6 ONepayuoHHYr opueady 6KAH4eH CepoetHo-
cocyoucmotii Xupype.

Pesexyusn npaeoii kaouuybl ¢ epyOUHO-KAUUUHBIM CO-
YneHeHuem, eemupesexyueil pykosmiu epyourst u I—I1 pebep
CNpasa ¢ peKOHCMpPYKMUGHO-NAACMUHECKUM KOMHOHEHMOM
soinoanena 04.12.2023 (puc. 20, 21). IIpousseden Kawouiko-
00pasHblil paspes KOXicU U NOOKONCHOU Kaemuamxu om ouc-
manbHo2o0 omaoena npagoil Kaouuysl 00 cpedneil epyouHHol
auHuu. Haopacyuanvho eusyaisuzupoeano MHOMCeCMeo 6a-
DUKO3HO PACUIUPEHHBIX 8€H, KOMOPble K0az2yauposansl, gac-
yus paccewera. boavuas epyonas mviuya omcevena y mecma
npuxpenaenus K epydure u karouuye, omeedera. C nomouyvro
pacnamopa ckeaemuposaHnvi nepedHe60Kogvle ompesxu
I—11 pebep cnpasa, nepedHsss nosepxHocms 2pyOUHbL U KA~
yuyst. Janee ¢ ucnoav3oganuem mMaioli OCYUAsIMOPHOL NUAb!
BbINONHEHA Pe3eKUUsL KAHUULbL NO CPeOHell KATOUUHHOU AUHULL.

g

Puc. 20. Pesekyus kocmHbix cmpykmyp 2pyoHol cmerku (1 - II pe-
6po; 2 — onun Kawyuybl; 3 — onyxonessili KoH2ioMepam; 4 — ¢pae-
MeHm mena 2pyouHsl)

Fig. 20. Resection of bone structures of the chest wall (1 - II rib;
2 - processed clavicle; 3 — tumor conglomerate; 4 - sternal body
fragment)
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Pebeproim Hoxcom pezeyuposanst 1—I1 pebpa cnpasa. Ocy-
wecmener 0ocmyn K HympeHHell N0GepXHOCMU 2pYOUHbL.
C nomoubio NPSIMO20 U U302HYMO20 00A0MaA GbINOAHEHA CIep-
HOmoMUsL 6 00BeMe ceMupe3eKyul pyKosmKu u gypazmenmap-
HOU pe3eKyuu meaa epyouHsi R00 MAHYAAbHbIM KOHMPOAeM
(puc. 20). BuzyaruzuposaHsvl NOOKAOYUYHbIE ApMePUsl U 8e-
Ha, KOMopast ¢ NOMOUbIO MUKPOXUPYPUHECK020 UHCIPYMeH-
mapus oOcmpbim Hymem MOOUAU308AHA HA NPOMAINCEHUL.
[lpu omeedenuu onyxoneeo2o KoHeA0Mepama 66epx ¢ mex-
HUYECKUMU CAONCHOCHAMU MYRbIM U OCPbIM HYMAMU Gbl-
NOAHEHa MOOUAU3AYUUS NAEHe20N08HO20 CINBOAA Ce8d C nepe-
X000M 8 APEeMHYI U NOOKANUUUHYIO 6eHbl, KOMopble
UHMUMHO RPUACHCANU K ONYXOAU.

Humpaonepayuonto He omme4eHo UHEA3 Ul NAeHe20106-
HOUl 6eHbl ONYX0AbI0, 8 C8A3U C HeM NPOME3UPOBAHUS He NO-
mpebosanocs. O0HaKo OaumenvHoe UHMUMHOE NPUAEHCAHUE
€030410 BbIPANCEHHble MeXHUYeCKUe mpyoHoCmu, 8 mom
yycae U3-3a PUCKAa UCHOHHEHUSI CMEHOK cocy008 8 Mecme
Komnpeccuu onyxoavro. Ilocae nepesszku mMHoxcecmea na-
MOA0UMECKUX B8EH, NOOX0OAWUX K SMOU 30He, OCPbIM U mY-
NbIM RYMAMU ONYX0Ab omodenena om mpaxeu. Kpome moeo,
Ha yuacmie naouiaovio 0o 8 cm? ommeueno noopacmarue
Onyxoau K napuemanvHoli niespe, 20e nposedeHa ee pe3eKuus
¢ BKAWUEHUEM 8 NPEenapam.

Ilpenapam yoanen u HanpagaeHn Ha NAGHOBOE 2UCMOA0-
euueckoe uccaedogarue (puc. 21). Ommeuenot 60300H08eHUe
NOAHOUEHHO20 KPOBOMOKA NO NAE4e20108HOMY CME0AY
U chadauue 8apuKo3HO PACUUPEHHbIX NOOKONCHbIX 6eH. TIpo-
6e0eH MmujamenvHblli 2eemMocmas, OYeHeHa UeaoCMHOCHb
cmpykmyp, npunexcasuux kK onyxoau (puc. 22). Ilocae dpe-
HUPOBAHUS NAEBPANbHOU NOAOCIU CUAUKOHOBIM OPEHANCOM
24 Fr evinoaHeHa ee eepmemu3ayus HeNnPepoiHbIM UEOM.

Puc. 21. YoanexHas onyxons. Makponpenapam 8 paspese
Fig. 21. Removed tumor. Macro preparation in section
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Puc. 22. Jloxe yoanerHol onyxonu (1 - npasoe npedcepdue u 6yib-
6apHbiii omden aopmel; 2 — npasas NoOKAOYUYHAA apmepus;
3 - npasas nneye20108HASA BeHA)

Fig. 22. Bed of the removed tumor (1 — right atrium and bulbar aorta;
2 - right subclavian artery; 3 — right brachiocephalic vein)

Puc. 23. 3D-pekoHcmpyxyus u306paxeHuli nocieonepayuoHHol Kom-
nstomepHol momozpaguu
Fig. 23. 3D reconstruction of postoperative computed tomography images

S3amem nposedena nnacmuka 604bui0iL 2PYOHOU MblULell ¢ 80C-
cmaroenenuem moluieuHoli apxumexmonuxy. [Ipodoaxcumens-
Hocmb onepayuu cocmasuna 210 mun, 0bsem Kposonomepu —

i

Puc. 25. OyrkyuoHanbHbIl cmamyc nayuenma I Ha 4-m mecaye HabMoOeHUS: a — KPY20Bble BUKEHUS 8 NeYesoM cycmase 8 NoHoM obbeme;

6 — ceubaHue naeya 8o PoHManbLHOU NAOCKOCMU 8 NOSIHOM 06beme

Fig. 25. Functional status of patient G. at the 4% month of follow-up: a - circular movements in the shoulder joint in full; 6 - flexion

of the shoulder in the frontal plane in full
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Puc. 24. Buod nocneonepayuoHHol paHsi
Fig. 24. Picture of postoperative wound

400 ma. Ilo danHvim nocaeonepayuonnoeo KT-konm-
POAS KOHCIMAMupo8ar adeKeamHblii 00sem eMeulamenscmed
(puc. 23).

Ilo dannbim eucmonoeuteckoeo ucciedoganus npenapa-
Ma U3HaYanbHolil OUACHO3 OCHOPEH: YMOUHeH N0KYC Npouc-
Xooxcoenus onyxoau. Boiseaeno, umo nepeuuuvimM o4azom
Aa6asemces epyouna.

Oxonuamenvruiii namomopgonoeuyeckuti ouaenos: BXC
epyounvl G,. Ilpusnakoe aneuorumpamuueckol u nepunes-
PanbHOU UHBA3U He 00HapYceHo. Onyxons UH@UABIMpPUPYem
KOPMUKAAbHbLU CA0U epyOUHbl U 8pacmaem 6 ee 2youamyrn
xocmo. Takace ona epacmaem 6 karouuuy, I u Il pebpa u epy-
OQuHO-KAHUUHbIL cycmas. B kpasx onuia epyounsl, Kaouu-
ybl u 2 pebep onyxonesoie Kaemku He 0OHAPYICEHbL.

Ilocneonepayuonnstii nepuod npomexan b6e3 ocobeHHo-
cmeil, pana 3axcuna nepeutHovIM HamsayceHuem (puc. 24).

Ilepuod nabarodenus cocmaensem 20 mec, hyHKUUOHAND-
Holil cmamyce no wkane MSTS — 100 % (obsem dsuscenuti
8 Npasom nae4egom cycmase noauwlil) (puc. 25). 2Kanrob nayu-
enm He npedssgasiem. Ilo pezyrvmamam nepuoou4eckoeo KoH-
MPOAbHO20 00CAe008AHUS OAHHBIX, CBUOCMENbCMBYHOULUX O pe-
yuouee/npoepeccuposanuu 3a004e6aHUs, He GblAEHO.
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06cyxaeHune

Kak yke ToBOpMJIOCH BBIIIE, OIYXOJIH, JOKAIN3YIO-
LIKECS B TPYAVHE U KIIIOUULIE, BCTPEYAIOTCS KpaliHe pefi-
ko: B 0,651 0,45—1,01 % Bcex HOBOOOpa30BaHUI KOCTEi
cootBercTBeHHO. Ha mosmo XC rpyauHbI ¥ KIIIOYUIIBI IIPH-
XOAATCS NUILb 2 U 5,3 % Bcex omyxoJieid, MopaXxarImux
3TH KOCTH, COOTBETCTBeHHO [15, 19, 21, 22].

s amexBaTHOTO IIPEIOIIepallMOHHOIO TUIAHUPOBa-
Hus y naimeHToB ¢ BXC rpynHoli cTeHKU, KOTOpbIE YacTo
JOCTUTAIOT OOJIBIINX pa3MEPOB, HEOOXOAUMO MPOBOIUTH
KT u MPT c koHTpacTupoBaHUEM, IJISI YETKOM AETaIM-
3alIMM CBSI3M OITYXOJIM C OpraHaMM TPYIHOM KJIETKH, Ma-
TUCTPaJIbHBIMU COCYIMICTO-HEPBHBIMU CTPYKTYpaMH, B TOM
YuCclie M BepxHel anepTypsl. [1ociie BBITOTHEHMS ITOJTHO-
IO Y TIIATEJIPBHOTO 00CIeIOBaHUS /IS aIeKBAaTHOTO U pa-
IUKAJIBHOTO XUPYPTUUECKOIO JICUCHUS MOXET IOTpeOo-
BaThCsl y4acTHe MHOTOIPOMUILHOM KOMaHIbI, COCTOSIIIEH
W3 OPTOIEIOB, TOPAKAIBHBIX XUPYPIOB, COCYIUCTHIX XU~
PYPTOB U OHKOJIOTOB.

B otmmume or BXC, pacnioyioxkeHHO¥M B JUIMHHBIX KOC-
TSX, YCTKMC XMPYPIUUSCKUE TPAHMIIBI TIPU OITyXOJISIX KITIO-
YULIBI MOTYT OBITh TPYAHONOCTVKMMBL. B HEKOTOPBIX CITy-
qasx TpeOyeTcs pacIIMpeHHasT pe3eKIIvs TPYIHOMN CTEHKH,
BKJTIOUAsl TPYOVMHY U TapreTaabHylo 1ieBpy [14, 28, 31].
A. Ghorbani Abdehgah 1 coaBT. ormcanu ciay4aii XOHIpO-
CapKOMBI KJTIOUMIILI Y 22-JIeTHEl KeHIIMHbI. Bo Bpems
TOTAJIbHOM KJIABUKYJISKTOMMMU IIJIST JOCTYDKECHUS OTPUIIA-
TEJIbHBIX KPaeB Pe3eKIINKM BMECTE C OITYXOJIbIO ObLIA yaa-
neHa 1/4 rpynunsl [30].

CTaOMIBHOCTH CYCTaBa 3aBUCHUT OT CBSI30YHOTO aIllia-
para. [pyaIMHO-KIIOUMYHBINA CyCTaB SBASIETCS Ba’KHOU
CTPYKTYPO#l M CIYXUT €IMHCTBEHHBIM COWICHCHUEM
MEXXIIy OCEBBIM CKEJIETOM U BepXHel KOHEYHOCThI0. Kitro-
BOBUIHO-KITIOUYNIHBIA 1 HYIDKHEKJTFOUMYIHBIA OTHEIIBI UTpa-
10T KJIIOUEBYIO POJIb B CTAOMJIBHOCTU TPYINHO-KITIOUMI-
Horo cyctaBa. OIHAKO ¢ KIMHUYECKOM TOYKMU 3PEHUS
PEKOHCTPYKILIMS TPYAUHO-KIOUMYHOIO CyCTaBa IMpen-
CTaBJISIET COOOM CIOXHYIO 3a/1auy M3-3a COITyTCTBYIOIINX
puckos [16]. C.L. Bendon ¥ coaBT. COOOIIMIN O Cly4yae
XC xiIro4nibl y 26-1€THEN XKEHIIMHBI, KOTOPO BBIITOJI-
HEHO yJaJ€HUE JIEBOTO IPYIUHO-KIIIOUMYHOIO COYIEHE-
HUSI ¢ MEIVAJIbHOM YaCThIO KIIFOUYUILIBL. [IJIs1 peKOHCTPYK-
LIMY TPYIUHO-KITIOUMYHOTO CycTaBa IMPUMEHEHBI BaCKYy-
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JIIPU30BaHHBIN U MHHEPBUPYEMBIi TTIOCHE(aTaHTOBLII
cycraB Il manblia cTomsl ¢ cyxoxunreM pasrudarens [18].
NHTpaonepalluOHHBIX OCJIOXHEHU He HAOJI0Jal10Ch,
a cpallleHre KIIOYUIIHI ¢ TUTIOCHEBOM KOCTHIO M ITPOKCH-
MaJIbHOM (haJIaHTH C TOJIOBKAMMU TIFOCHEBBIX KOCTEi 3a-
¢uKcupoBaHO Ha peHTreHorpammax 4yepe3 10 mec mmocie
omnepauuu [18].

[To HamreMy MHEHUIO, 1711 BOCCTAHOBJICHMS (DYHKITUIA
BEepXHE KOHEYHOCTH HEOOXOIMMO COXPAHUTD CYCTaBHYIO
BNAJAMHY W BpalllaTE€JIbHYI0 MAaHXETY IJIEYEBOrO CyCTaBa,
a PEKOHCTPYKIIMU KITIOUUIIBI, JaXKe ITOCNIe €€ TOTAJIbHOIO
yIaJieHusI, He TpeOyeTCs, 9YTO IOATBEPXKAAIOT IIPHBEICHHBIC
HaOJIIOIeHUS M TaHHBIe JInTepartyphl [14, 21, 22]. OnHako
CJIeIyeT OTMETUTD, YTO, €CJIN IIPOBOIUTCSI TOJIBKO PEKOH-
CTPYKLIMS MSITKUX TKAHEH, TO y TTalIMeHTa BCE PABHO MOTYT
OBITh HApYIIIEHUS AbIXaHUs U KpoBooOpalleHus1. [loatomy
17151 OBICTPOTO IOC/Ie0IEePALIMOHHOIO BOCCTAHOBJIEHHSI, 00eC-
re4yeHus1 CTabWILHOCTU, aJeKBaTHOM paOOThI JIETKUX U 3a-
IIATH BHYTPEHHUX OPTaHOB MOXET ITOTPeOOBATHCS PEKOH-
CTPYKLIMST KOCTHOM TKaHU IPYIHOI cTeHKH [18].

PanukanbHast pe3ekuus eIMHbIM O0JIOKOM UMEEeT pe-
IaoIee 3Ha4YeHUe VIS YAYIIISHUS JOJITOCPOYHBIX pe-
3y/IbTaTOB. B MccieqoBaHuM, MPOBENeHHOM B KIIMHUKE
Memorial Sloan-Kettering Cancer Center, 10-J1eTHSISI BBI-
XKMBaeMOCTb 0e3 MpU3HAKOB 3a00JieBaHUsI Yy MallUEHTOB
¢ XC KocTelf, COCTaBISIIONINX ITPYIHYIO CTCHKY U IIepe-
HECIIMX IIMPOKYIO WIM KPaeByIO Pe3eKIIMIO, COCTaBUIa
95,4 1 65,4 % coorBeTCTBEHHO [16].

3aknyeHue

CornacHO MpencTaBIeHHBIM KIMHUYECKUM HaOJII0-
JIEHUSIM, HECMOTPSI Ha TECHOE TTPUJIEXKAaHUE U TTIOA03PEHMS
Ha BOBJICUEHUE B OIMyXOJIEBbIIA MPOLIECC XKU3HEHHO BAXKHBIX
cTpykTyp 1 opraHos, BXC He xapakTepu3yioTcss MHOUIIb-
TPAaTUBHBIM POCTOM, YTO MO3BOJUJIO BBIIOJHUTL paav-
KaJIbHbIE OIepalii ¢ MUHUMaJIbHBIM 00BEMOM KPOBOIIO-
Tepu U 0€3 OCJIOXKHEHUIA. YTOUYHUTH HeOCPEICTBEHHbII
HUCTOYHUK OITyXOJIM yaa0Ch 6j1aronapsi MOPPOJIOrn4ecKo-
MY MCCJIEOBAHMIO.

B xaxaoM ciydyae oryxoJieit CIOXHBIX JTOKaIu3alui
HEeOOXOAMMBbI THIATEIbHAs IPeaoIepaliMOHHas MOJArOTOB-
Ka, MaKCUMaJibHasi KOHLIEHTpaLMs U CclaxeHHas paboTa
XUPYPruyeCcKou U aHeCTe31M0J0rnuYecKoil Opura.
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CHOBMANbHAsA CAPKOMA XapaKTepu3yeTcs TUMUYHbLIM TpaHCKpUnToM SS18::55X. HecmoTps Ha o6wwmit natoreHes v oguHa-
KOBble TepaneBTUYECKME NOAXOAbl, MOXKET OTMEYATbC Pa3HOHANPAB/EHHbI XapaKTep OTBETA Ha NPOBOAMUMYIO Tepanuio.
MpPeAnoNoKUTENLHO ITO MOXKET ObITb CBA3AHO C AONONHUTEbHBIMMU, ANIbTEPHATUBHBIMU NYTAMU FEHETUYECKON U InUreHe-
TUYECKOII perynsuuu.

B HacToswwem 0630pe paccMOTPeHbl BONPOCHI AMArHOCTUKM, NAaTOreHe3a U HOBbIe METOAbI Tepanuu CUHOBUANbHOM CApKOMbI,
B TOM YUC/le INUreHeTUYECKM HanpaBieHHbIe.
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Synovial sarcoma is characterized by a typical transcript $518::55X. However, despite a common pathogenesis
and similar therapeutic approaches, opposite responses to therapy are sometimes observed. Supposedly, this can be
associated with additional and alternative pathways of genetic and epigenetic regulation.

In this review, the problems of synovial sarcoma diagnosis, pathogenesis and new therapy methods, including targeting
epigenetics, are discussed.
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BeegeHue

CunoBuainbHas capkoma (CC) coctapisier ot 5 10 10 %
BCEX CapKOM MSITKMX TKaHEl 1 HanboJiee 4acTo BOZHUKAET
y JIMII MOJIOIOTO BO3pacTa, IIPEUMYIIECTBEHHO ITopaxast
MSTKHWE TKAaHU HIDKHEN KOHEeYHOCTH [1—6].

OCHOBHBIM TTaTOT€HETUYECKMM COOBITHEM, CBS3aH-
"M ¢ CC, sBisteTcs TpaHcmokanms t(X;18)(pl11.2;q11.2),
MPUBOIIIIAS K CUHTE3y aHOMaJbHOro Oenka SS18-SSX,
KOTOPBIN HAapyIIaeT SIMUTCHETUICCKYIO PEeTY/ISIUI0 Kie-
TouHOro nukia u nuddepenuuposku [7]. HecmoTps
Ha 0O0JIBIIIOE KOJIMYECTBO UCCICA0BAaHMUI, HAaIlpaBJIeHHBIX
Ha M3y4eHue nmaroreHeTnyeckux myreit mpu CC, MexaHn3-
MBI OHKOT€HEe3a 10 KOHIIA HE SICHBI.

[Tpu nokaM30BaHHOM CTAAUU OCHOBHOM T€pPATIEBTU-
YECKOM OMNLUEN SBISIETCS PagUMKaIbHOE XUPYPIrUIECKOE
JICYCHUE C JOCTMKEHUEM HETaTUBHBIX KpaeB pe3eKIMU
(RO). IMTpu pacripocTpaHeHHOI CTaAVY WA MeTacTaTuye-
CKOM TMOpaXkeHUH TIPUMEHSICTCSI XUMHUOTEPaIsl, BKITIOYa-
fo11asi JOKCOpPYOUILH, udocdamua, mpru 3TOM He Y BcexX
IMAallMEHTOB OTMEYAaeTCs OTBET Ha Tepamnuio. BaxkHOCTH
JIeTaJIbHOTO U3y4YeHUsI maToreHeTudeckux myreit mpu CC
00YycJIOBJIeHa HE TOJIBKO BO3MOXHOCTBIO BBISIBJICHUS T10-
TEHLIMAJIbHBIX MUIIICHE JIsT CO3MaHMS HOBBIX IIPETIapaToB,
nMermux 3OOEeKTUBHOCTh IPU JICUCHUN NAICHTOB
C pacIpOoCTpaHEHHBIMY CTAIVSIMUA M PE3UCTEHTHBIX K CTaH-
apTHOM TepaIuy, HO U BEPOSATHOCThIO OOHAPYKEHUS 10-
MMOJTHUTENBHBIX (TToMUMO SS518::55X) TeHeTUIeCKIX allb-
Tepaluii, HeOJIArONPUITHO BIMSIONINX Ha KIMHUIECKOE
TeueHMe 00JIE3HU 1 OTBET Ha IIPOBOAMMOE JICUCHHE.

Ha cerogHsiHuii 1eHb aKTyaJlbHO 3a1a4eii sIBJISIeT-
cg mouck HoBBIX MeToaoB eyeHuss CC. ITo mepe Hako-
IUICHUSI JAHHBIX B 001aCTH MOJIEKYJISIPHBIX I UMMYHOJIO-
rugeckux xapakTepucTK CC CTaay MOSIBIISITHCS TTOIXOIBI
K TepaIiu, KOTOPBIE MOTYT CTaTh IIEPCIICKTUBHBIMU B OY-
nyieM. Hacrosiiuii 0630p Kak pa3 v IOCBSIILEH WM.

KnuHuyeckaa kaptuHa, mopcgonorus

1 0C06EHHOCTH reHeTUYeCKoro npocuna

CMHOBUANIbHOW CAPKOMDbI

Kmnnyeckas kapruna. Hecmotpst Ha 1o yto CC yacTo
pa3BUBACTCS BOJIM3M KPYITHBIX CYCTAaBOB, HA3BaHME «CH-
HOBHUAJIbHAST» HE OTpaXaeT pealbHbIIA TUCTOTeHE3 OITyXO-
. OmMO0YHO IIUTEIbHOE BpeMsI HOPMaIbHBIMM TIPEI-
mectBeHHUKaMKu CC CUMTaINCh KJIETKM CUHOBUAIBHOM
000J104KM cycTaBOB. BriocieacTBuu ObLIO YCTAaHOBJIEHO,
yTto nipoucxoxneHrne CC cBSI3aHO C MYJIBTUIIOTEHTHBIMU
Me3eHXUMaJlbHBIMU KJleTKaMu [8—11]. Yaie Bcero ort-
MEYAETCA MOPAXEHUE MATKAX TKAHEH HUXHEU KOHEY-
HOCTH, OJHAKO MOTCHIIMAIBHO MOXKET JOKAIN30BaThCS
B 1100011 obnactu [12, 13].

Jna CC xapakTepeH MECTHBIN POCT C pa3BUTHEM MeETa-
cra3oB. OTIMIUTEILHOM €€ 0COOCHHOCTHIO IT0 CPABHEHHIO
C IPYTUMHU CapKOMaMU SIBJISICTCSI BOSHUKHOBEHUE KaK r'e-
MATOTCHHBIX, TaK M JUM(MOTEeHHBIX METACTa30B, YacTOTa
KOTOPHIX HA MOMEHT YCTaHOBJICHMS IMarHO3a COCTABIISIET

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK
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10 10 % 1 3HaYNTENILHO BO3pACTaeT MPU AJIUTSIBHOM Te-
yeHuu 3aboneBanus (mo 50—70 %) [14—16]. B ocHoBHOM
BTOpu4HOe nopaxkeHue npu CC, KaK ¥ IIpu JIPyrUX cap-
KoMax, Habmonaercs B jerkux (80 % ciaydaeB), KOCTSIX
(9,9 % cinyyaeB) u neyenu (4,5 % ciaydae). Hacrora Bbi-
SIBJICHUST METACTa30B B TUM(MATUIECKUX Y3JIax y IIePBUY-
HBIX MAIIMEHTOB, IO JaHHBIM JINTEPATyPhl, CUJIBHO Baph-
upyer — ot 1 1o 27 % [17].

Jmnarnoctuka. Kak u npu Apyrux omyxossax MATKUX
TKaHeil MarHUTHO-pe30HaCHasl TOMOTpadus sSBISIETCS
«30JI0TBIM CTaHAAPTOM» [IJIsI OLIEHKM MECTHOM pacIipo-
CTPAaHEHHOCTH IIPOIIecca, YTO BaXHO IJIST OIPEACICHUS
o0beMa xupypruuyeckoro jedeHus. Kaxk u apyrue omnyxoau
markux TkaHei, CC uMeeT XOpollo OTTPaHUYEHHBIN POCT
1 HEOTHOPOIHYIO CTPYKTYPY IIPH KOHTPACTHOM YCHJICHUN.
HecMmoTtpst Ha cxoxecTh KapTWUH MarHUTHO-PE30HAHCHOM
tomorpadun CC u Apyrux OImyxoJjieit MSITKIX TKaHel, BbI-
JIEJISIIOT PsI IIPU3HAKOB, KOTOPBIE ITO3BOJISIIOT 3aII0I03PUTh
CC. OtcyrcrBue ogHopoaHocty ripu CC onmcaHo B JIU-
TepaType KaK «TpOMHOI curHaia» 1 00yCJIOBJIEHO coUyeTa-
HMEM 30H C HU3KOM, IIPOMEXYTOYHOMU 1 BEICOKO UHTEH-
CHBHOCTSIMUA CUTHaJIa TIPM MCIOJb30BaHUU pexkxuma T2.
JlaHHBIN MPU3HAK SIBJIsIeTCs pe3yasraToM codetanust B CC
KHCT/KPOBOU3IUSHUM, TUTIEPKJIETOYHBIX COTMIHBIX OITY-
XOJIEBBIX YUYACTKOB U 30H cKiiepo3a [18]. IIpu HebobIoM
pasMepe (<5 cm) CC MOXeT MMETb OMHOPOMHBIA BUI
U OBITh OLLIMOOYHO paclieHEeHa KaK JoOpoKayeCTBEHHBIM
mporrecc [19].

ITpoBeneHue GMOICUU SIBASIETCS HEOTHEMJIEMbIM 3Ta-
nom auarHocTuky CC. BeIgeasioT MHIM3MOHHYIO, core-
1 TOHKOMTOJIbHYIO Onoricuio. OTKphITasi MHIIM3MOHHAS
Ouorncus odecrneymBaeT JOCTaTOYHbII OOBEM HEOTIACTH -
YeCKOM TKaHU, HeOOXOIUMBI He TOJIbKO ISl afeKBaTHOM
OIIEHKH THCTOJIOTUIECKOI KAPTUHEI C BHITIOJIHEHUEM BCEX
HEOOXOIMMBIX MMMYHOTUCTOXMMUYECKUX PEAKITUI 1 10~
CIEAYIOIIEro IUTOTEHETHYECKOTO MCCIEIOBaHMS,
HO ¥ YCTaHOBJICHUSI CTETICHU 3JI0Ka4eCTBeHHOCTH. OnHa-
KO JAHHBIA METOI He TOJBKO TEXHMYECCKH CIIOXHEE,
YeM WMTOJIbHBIE OMOIICHM, HO M COIIPSIKEH C Pa3BUTHEM
OCJIOXXKHEHUI B TTociieonepaumoHHoM nepuoge [20]. Omn-
TUMAaJIbHBIM METOIOM ITOJIYYCHUSI TKAHU SBJISIETCS COre-
ouormncusi, KoTopasi odecrneumBaeT JOCTATOUHbIA 00beM
Marepualia 1o CpaBHEHUIO ¢ TOHKOUTOJIbHOM METOIUKOM
MPY HU3KOH TpaBMaTUYHOCTH [21].

Tucronormyeckne BapuanTel 1 uMMyHOGeHoTHIBI CC.
Breinensior 3 rucronormyeckux Bapuanta CC: MoHO(Da3HYIO,
oudasHyio n HuskoguddepeHunposannyo CC (puc. 1,
a—e). Yame Bcero BcTpeuaercss moHodaszHass CC. B uc-
cnepoBanuu K. Kozak u coaBT., mpoaHanM3upoOBaBIINX
171 cnygait CC, mMoHo(a3HBIII BapUaHT YCTaHOBJICH
y 78 (59 %) nauuenTtoB, 6udasubiii — y 44 (33 %), Hu3-
Ko depenurpoBanubiii —y 11 (8 %) [22].

Monodasznast CC (cM. puc. 1, @) COCTOUT U3 OTHOCH -
TEJIbHO MOHOMOP(MHBIX BEPETCHOBUIHBIX KJIETOK C YME-
PEHHBIM SIIEPHO-IIMUTOILIA3MATUIECKIUM COOTHOIIICHUEM,
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aMpuGUILHON LIMTOILIA3MOM ¢ HEYETKUMHU TpaHUIIAMMU,
OBOMIHBIMU SIAPAMU C PABHOMEPHO pacIpeieie HHbIM
MEJIKOAUCIIEPCHBIM XPOMATUHOM M MEJIKMMHU 303MHO-
(bUIBHBIMU SIAPBIILIKAMU; KJIETKU (DOPMUPYIOT AJIMHHBIE
rnepecexalyecs mydyku. IIpu aToM KJI€TOYHOCTb MOXKET
BapbUpPOBaTh, YTO OOYCJIOBJICHO YepedOBaHUEM IUIIEp-
U1 YMEPEHHO KJIETOYHBIX YYACTKOB CO C1a0bIM MUKCOMA-
TO30M CTPOMBI.

Hns oudasnoit CC (cM. puc. 1, 6) XapakKTepHO yepe-
JIOBAaHKE SIUTEIMOMIHOIO KOMIIOHEHTA C BEpETEHOBU/ -
HOKJIETOYHBIM, IIPY 3TOM IUIOLIAAb KAXKI0Ir0 U3 HUX Baphb-
HUpYeT. DIUTETUOUIHBII KOMIIOHEHT MOXET OBbITh IIpe[i-
CTaBJICH XKeJIE3UCThIMU, THE3MHBIMU CTPYKTYPAMU WJIU TSDKA -
MM SIUTEINOUIHBIX KIETOK.

HuzkomudbdepentmposanHast CC (cM. puc. 1, 8) umeer
Mopdosornaeckoe CXoACTBO ¢ capkomoii KOuHra u cocrout
13 OKPYIJIbIX OTHOCUTEIEHO MOHOMOP(HBIX KJIETOK C BHICO-
KUM SII€PHO-1IUTOILIA3MAaTUYECKIM COOTHOIIEHUEM.

O61eit ocooeHHocThio CC HE3aBUCUMO OT TMCTOJIO-
FMYECKOI0 BapuaHTa SIBJISIETCS HaJIMYKMe KajbLIMHATOB
U JUCKPETHO PACIIOIOKEHHBIX TYYHbIX KJIETOK, IIPU3HAKOB
TOHKOBOJIOKHHMCTOI'O CKJIEpO3a CTPOMBI MJIM MUKCOMATO3a.
MuroTtryeckast aKTUBHOCTb U ILIOIIAAb HEKPO30B BapbM-
PYET OT Cily4asi K CIy4alo.

OneHka creneHu 3nokadectBeHHocTH CC TpoBOAUT-
¢ mo cucteMe HaumonanbHOI denepauyy LIEHTPOB
o 6oprde ¢ pakoMm (Federation Nationale des Centres de
Lutte Contre le Cancer, FNCLCC) u BkimtouaeT 3 mapa-
MeTpa: CTereHb JuPdepeHIUPOBKI, MUTOTUYECKYIO aK-
TUBHOCTh Y HaJIMYK€ HEKPO30B. B CBsI3M ¢ OTCYyTCTBHEM
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KaKMX-T00 Mpr3HAKOB ArhdepeHIIMPOBKH, TTO3BOJISIFOIIIX
otHectn CC K onpenesieHHOMY BUIy TKaHe#, o 1-My mapa-
METpY OHa OLIeHMBaeTCs Kak score 3 (3 6aswia). B mociemyro-
IIEM B 3aBMCHUMOCTH OT KOJIMYeCcTBa MUTO30B Ha 10 moseit
3perus npu x400 u mmomany Hekpo3oB CC MOXeET OBITh
otHeceHa Ko 11 wu 111 crerrenn 3mokagecrBeHHOCTH. [1o-
Ka3aHo, YTO OLIEHKA JaHHOTO II0KAa3aTeJisi UMeeT O0JIbLIOe
MPOTHOCTUYECKOE 3HaYeHue [23].

[Ipy1 *MMYHOTHCTOXMMUYECKOM UCCIEA0OBAHIU B IIO-
napstionieM 0osbIIMHCTBe cirydaeB CC oTmevaeTcs nud-
dyznas skcnpeccust CD99 (cm. puc. 1, ¢) u BCL2, omHako
JaHHbIE MapKepbl SIBIISIOTCS KpaiiHe HecreunbUIHbIMU
¥ MOTYT BCTpeyaThesl HE TOJBKO B capkomax [24, 25].

BakHBIM UMMYHOTMCTOXMMUYECKMM MApPKEPOM IIPH K-
rHoctnke CC sBustercst TLE-1 (transducer-like enhancer
of split 1), CBepXaKCIIpecCuss KOTOPOTO SIBIISICTCS Pe3yJIbTa-
TOM aKTUBAIIMU CUTHAIBHOTO Tyt Wnt/B-kateHuna. Jlna-
THOCTUYECKM 3HAYMMBIMU SBISAIOTCS AU dy3Hast, OqHO-
pOIHAsL U sIpKasi 9KCIIPECCUU KIIETKAMM HEOILIACTUYECKOM
TKaHU (cM. puc. 1, d), Torma Kak ¢hoKaabHasl, BapradeIbHasT
10 UHTEHCUBHOCTH, 9KCIIPECCHSI OTMEYAETCS U IIPU IPYTUX
KPYIJIO- ¥ BEPETEHOBUIHOKIETOYHBIX OIYXOJISIX, KOTOPhIE
CcOCTaBIAIOT TUPPepeHINATbHO-IUAaTHOCTUIECKUI P
npu CC — 1pu 3710Ka4eCTBEHHOM OIMYyXOJIM M3 000JI0YEK
nepudepruIecKUX HEPBOB, COMUTAPHOI (PHMOPO3HOI OITyXO-
M, Me3otenromMe, capkoMme FOunra [13, 25—27]. Otmeua-
ercs akcrpeccust TLE-1 kireTkamMu Kak BepeTeHOBUITHOKIIS -
TOYHOTO, TaK M 3IUTEINAIBHOrO KoMImoHeHTOB CC.

B ciryuagx oudaszHoit CC B a1IUTETMATIBHOM €€ KOM-
IOHEHTE IIPUCYTCTBYET 3KCIIPECCHUSI SIUTEIUATBHBIX Map-

Puc. 1. lucmonozuyeckue sapuanmes! (a—-8) u 0cobeHHOCMU UMMYHOEHOMUNOo8 (2—e) CUHOBUALHOLU CAPKOMbI, OKPACKA 2eMAMOKCUNUHOM/
J03UHOM: @ — MOHO(A3Has; 6 — bugazHas; 8 — HU3KOOUpPepeHyuposaHHas; 2 — ¢ aumu-CD99; d - c anmu-TLE-1; e - c aHmu-PCK

Fig. 1. Histological variants (a-8) and features of immunophenotypes (2—e) of synovial sarcoma, hematoxylin/eosin staining: a — monophasic;
6 - biphasic; 8 - poorly differentiated; 2 — with anti-CD99; d — with anti-TLE-1; e — with anti-PCK

CapKombl KOCTeii, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin
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KepoB. PacrpocTpaHeHHOCTh 3KCIIPECCUH AIUTEINATbHBIX
MapKepoB IpY MOHO(MAa3HOM (CM. puC. 1, e) 1 Hu3Komud-
(hepeHLIMPOBAaHHOM BapHaHTaX OIyXOJI1 BapbupyeT. B uc-
crnenoBaHny M. Pelmus 1 coaBT. Tipu onieHKe 47 ciyyaeB
MoHoda3Hoii 1 13 cmyyaeB HU3KoauddepeHIMPOBAHHOMN
CC yacrora skcrpeccun EMA cocraswia 100 u 92 % co-
oreercTBeHHO, PCK AE1/AE3 — 70 1 46 % COOTBETCTBEH-
Ho, E-xanrepuna — 47 u 54 % cootBeTcTBeHHO [24]. CTOUT
OTMETUTh, YTO MOCJIEAHMI MapKep OObIYHO HE UCIIOJIb3Y-
ercs B pytuHHO# nuarHoctuke CC. B paboTax apyrux aB-
TOPOB 9KCIIPecCHs SNUTeNaIbHBIX MapkepoB EMA 1 PCK
BapbupoBaia ot 64,3 1o 91 % u ot 70,6 1o 73 % coor-
BeTcTBeHHO [13, 25]. Dkcnpeccuss S100 onpenensnach
B 38 % ciyuaeB MoHoda3Hoii CC, 4TO MOXET BhI3BaTh
TPYOHOCTH TIpu ee audbepeHINAIBPHON TNAarHOCTUKE
CO 3JI0KaUYeCTBEHHOI! OITyXO0JIbIO U3 000J104YeK Ieprudeprudec-
KX HEPBOB, KOTOpasi UMEET CXOKee TUCTOJIOTMYECKOe CTPO-
eHue. B penxux ciydasx MoHodasHoit CC oTMedeHa dKC-
npeccust kietkamu CD34 (6 %) u necmuna (2 %) [24].

CoracHO pe3yJbsTaTaM OIHOM M3 paboT, B KOTOPYIO
Boiwm 95 ciydaeB CC, B 69 % ciiyyaeB oTMeueHa 4acTUd-
Has yrpaTta INI-1 ki1eTkaMu HEOomIacTUYECKOM TKaHMU,
4TO SIBJISIETCS PE3YJIBTaTOM N3MEHEHHOM SIMUTEHETUIECKOM
peryisiuun myta SWI/SNF BeenctBue ¢hopmMupoBaHust
TpaHckpurrta SS718::SSX [28].

OmHUM 13 MapKepoB, JOBOJILHO crielraHbIM 11t CC,
HO He UCHOJIb3YIOIIMMCS B pYTUHHOM ITPaKTHKE Ha TEPpU-
topuu PO, aeinsgercs NY-EOS-1 (New York esophageal
squamous cell carcinoma 1, Hbio-MopKckast II0CKOK/IeTou-
Hasl KapLMHOMA MuilieBoja 1) — aHTUIeH paKa siM4Ka, Bbl-
paxkeHHasl dKcIpeccusl Kotoporo ormevaercs npu CC
(mo 76 % ciydaeB), 4TO OT/IMYAET €€ OT APYIUX ME3CHXU-
MaJIbHBIX BEPETEHOBUIHOKJIETOUHBIX 00Pa30BaHUIA U MO-
KEeT MO3BOJINTh UCITO/Ib30BaTh JAHHBIA MapKep KakK MM-
LIIEHb ITpU TapreTHO Tepanuu [29, 30]. OnHako B Apyrom
nccaegoBanum yactora skcnpeccuu NY-EOS-1 mpu CC
okazayiach HuxXe U coctaBuia 49 %. Takke MmokaszaHo,
YTO IOJIOXKUTEbHBIIA CTATyC 110 3TOMY AaHTUIEHY MOXET
OIPEHEISATHCS U IPU APYTUX OIYXOJISIX — MUKCOMIHOM
JIMII0CapKoMe, MUKCOPUOpOCcapKoMe, XOHAPOCAPKOME.
[Ipu 3TOM B OIYXO0JI51X, KOTOPhIE UMEIOT BEPETEHOBUIHO-
KJIETOYHOE CTPOEHME U IMOTEHLIMAIBHO BXOIAT B Audde-
peHIaNbHO-IUarHocTHIecKuii psin mpu CC (3710Kade-
CTBEHHasl OIIyXO0JIb U3 000J104€eK IepruepUIeCKIX HEPBOB,
CBETJIOKJIETOUHAsI capKoMma, Jieiiomuocapkoma, pudpo-
capkoMa, neanddepeHIupoBaHHas JUITOCAapKOMa, CO-
JTapHast GpuOpO3Hasi OIMyX0JjIb), OTMEUYEeHA OTpHUIIATeIbHAST
peaxkuus [31]. [IpyHuMast Bo BHUMaHUe yKa3aHHBIE TaH-
Hble, Mapkep NY-EOS-1 MOXHO cyMTaTh MOJIE3HBIM
npu nuddepeHInaIbHON TMarHOCTUKE ¢ IPYTUMHU Bepe-
T€HOBMIHOKJIETOUHBIMY HEOILIA3USIMMU.

OTHOCHTEBHO HeaBHO pa3paboTaHbI aHTUTEJIA, T10-
Ka3aBILIKE BBICOKYIO UYBCTBUTEIbHOCTD U CIIELIM(PUIHOCTh
B otHoieHuun CC: SS18-SSX (xi1on E9X9V, namnpasieH-
HBII Ha oTpeAeicHe TOUKH pa3phiBa), SSX (ki1oH ESA2C,

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK
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HanpapieHHbI K C-koHiry SSX) [32]. Ha ceromusiimHmi
JICHb YKa3aHHbIC aHTUTEJ1a He UCIIONIB3YFOTCS IIIMPOKO Ha Tep-
putopun PO nipu nuarnoctrke CC. ITockonbKy o01IeTIpy-
nsreie Mapkepsl (CD99, BCL2, TLE-1, EMA, PCK) He 06-
nagaiot 100 % cnetmdUYHOCTBIO U YYBCTBUTEIbHOCTbIO,
«30JI0TBIM CTaHIAPTOM» IpU ycTaHOBIeHUM auarHo3a CC
OCTaeTcsl TeHeThIecKoe rcciemoBanme [33].

T'eneTnueckoe ucciaenopanue. [1o cpaBHeHUIO C IPYyTrU-
mu capkoMamu CC xapakTepu3yeTcss OTHOCUTEJIBHO CTa-
OMJIBHBIM TeHOMOM [34, 35]. [TaTOorHOMOHUYHOI TpaHC-
sokammeit st CC sienstercst t(X;18)(p11.2; q11.2), koropast
BcTpeuaeTcs B 95 % ciydaeB U MPUBOAUT K (DOpMUpOBa-
HUIO TpaHcKpumTa SS18::5SX n nmocaenyloneMy CUHTE3Y
aHOMaJIbHOTro 0eJiKa, y4acTBYIOILIEro B OHKoreHese [7].
I1pu 5TOM reHBI-TapTHEPHI MOTYT OTJIMYATHCS, BBIACIISIIOT
ciaenyiomue mnoaTunsl: SS18::55X1, S5S18::SSX2
n SS18::S5X4. JJlaHHBII TPaHCKPUIIT UTPAET KITIOYEBYIO
poib B matoreHe3de CC. DTo moaTBep:KIaeTCs TeM,
YTO IPUMEPHO B TPETH CIIydaeB TpaHcaoKauusa SS18::5SX
SIBJISIETCS €AMHCTBEHHOI TreHEeTHMYeCKOW abeppauueit
npu CC [36, 37]. Takke Ha MBIIIMHBIX MOJEJSAX IIPH Ha-
Jmunu TpaHckpunTa S$S518::SSX skcrnepruMeHTaIbHO TToKa-
3aHo pa3Butre CC co CXOKVMMHU TMCTOJIOTMYECKOM KAPTUHOM
n npoduneM sxkcnpeccuu reHoB ¢ CC, pa3BuBaloueiics
y uenoBeka. [1pu ymanmeHny TaHHOTO TPaHCKPUIITAa OTMeYa-
JIoch 0OpaTHoe pa3BuTHe onyxosu [38]. Mi3yuyeHue Bius-
HUS TUIIA TPAHCKPUIITA HA IPOrHO3 3a00J1eBaHUsI yoeau-
TEJbHBIX Pa3JIM4YMil He BBISIBIIO, OMHAKO YCTaHOBJICHA
CBSI3b TUIIA TPAHCKPHUIITA C TUCTOJIOTMYECKIM BapHaHTOM
omnyxoiau. Monodasnbie CC B momaBisioneM OOJIbIITH-
CTBe ciydaeB UMeloT SS78::55X2, pexxe — TpaHCKPUIITHI
t(X;20) u SSI8L1::SSX1 [39]. IMpu 6ucdaznom BapuaHte
HauOoJIee YacTo BBISIBIISIOT TpaHCKpUIIT SS18::55X1. D10
CBSI3BIBAIOT C Pa3JIMYHBIM JIEPEIIPECCUBHBIM IE€ICTBHEM
TpaHCKpUIITOB Ha E-KaarepuH, KOTOpoe 3HAYUTEJIHHO
HIKe TIpu popmupoBaHuu SS18::55X2, 4To He TO3BOJIS -
€T 00eCITeUnThb JOCTATOYHYIO CIIOCOOHOCTD K A depeH-
LIMPOBKE SIMUTEINS ¢ 00pa30BaHUEM KEJIE3UCTOTO KOM-
rmoHeHTa [7]. OnpeneneHue craryca reHa SY7 BO3MOXHO
IPpU UMMYHOMIII0OPECLIEHTHONM TUOPUAM3ALUU in Situ
(fluorescence in situ hybridization, FISH) wiu npu mpo-
BEICHUHU TOJMMEPa3HOU LIEMMHOU peakiuu ¢ 00OpaTHOM
TPAHCKPUITLIVCH C BBISIBJICHUEM COOTBETCTBYIOIIETO TPAHC-
kpumnra [33].

DnureHerndeckas perysimusa. OCHOBHOM (pyHKIMeH
KOIUpyeMoro TeHoM SS78::SSX xumepHoro 0ejka sIBIisieTcst
PETYJIAIMS peMoaenpoBaHust xpomaTrHa [40—43].

HatuBnubiit 6enmok SS18 He comepxut JHK-
CBSI3BIBAIOIIECIO JOMEHA, BIUSHHE HA TPAHCKPUITIIAIO
TeHOB ocylecTBsgeTcs dyepe3 Komiuieke SWI/SNF
(SWItch/sucrose non-fermenting). Ipyroe Ha3BaHue TaH-
Horo komiuiekca — BAF (Brg/Brm-associated factor). be-
JI0K SS18 saBnsiercst omHOM M3 15 OEJIKOBBIX CYyObEeIMHUII
JTAHHOTO KOMIUIeKca, KogupyeMbix 19 renamu. Komruiekc
SWI/SNF siBisieTcst KII0UeBbIM SIIUTEHETUYECKIM PETy-
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JISTOPOM M 00JIeryaeT MpoLecc TPaHCKPUIILIMU T'€HOB
3a CYeT yBEJIMYEHUS HOCTYIHOCTU XpPOMATHHA B 30HAX
IIPOMOTOPOB M SHXAHCEPOB ITyTEM PEMOIEIUPOBAHUS HY-
KiieocoM [43, 44]. ITpoTuBoIoaoKHEIM 3¢ GeKTOM 06J1a-
naroT 6enku rpynnsl Polycomb (PRCI1, PRC2), koroprie
TakXXe BOBJIEYEeHBI B IaTtojorndeckuii mpouecc npu CC.
OHM OTHOCSITCS K SIIUT€HETUYECKUM PETYJISITOpaM, KOTO-
pble ITOCPEACTBOM MOIM(MUKALIMU THCTOHOB, IPUBOIS
K KOMIAaKTH3allM1 XPOMAaTHHA, MOJABJSIOT aKTUBHOCTh
Pa3IMYHBIX TEHOB, OTBEYAIOIIMX 3a KJIETOUHYIO nudde-
PEHLIMPOBKY [45, 46].

Taxxxe B HopMe SS18 B3ammopeiicTByeT ¢ mSin3A
(mammalian switch-independent 3A), KOTOpBIii SIBIsIETCS
KOMIIOHEHTOM JealleTunasdbl ructoHoB (histone
deacetylase, HDAC), accortumpoBanHoii ¢ BAF. [iictoHo-
BbI€ JicalleTIIa3bl — 3TO (DEPMEHTbI, KOTOPbIE KATATU3UPY-
0T yAaJeHUe aleTIIbHOM IPYIIIBI THCTOHOB, MOAUMUII -
pya uX KoHpopMmaluio ¥ obecreuyrBas PEryIsALUIO
9KCIIpeccUM TeHOB. JlealleTWIMpPOBaHUE IO BAMSHUEM
JAHHOTO (hepMEHTA BhI3bIBAET PEIPECCUIO TEHOB, KOTOPbIE
MOI'YT OBITh OHKOCYIIpECCOpPaMU, TPAHCKPUIILIMOHHBIMU
¢akTopamu, yIaCTBYIOIIMMHU B PETY/ISILINN KIIETOYHOM -
depeHIIMpOBKHY, Tposudepaiy 1 aronTosa [45—47].

Benok SSX B HOpMe B3anMOIEHCTBYET C TOJIMKOMOO-
BBIMU pernpeccuBHbIMU KoMIuiekcamu PRC1, PRC2 [48].
Cuyuraercs, yto SSX HEOOXOOUM IJIST peKPYTUPOBAHUS
BMI1 nocpeacTBoM cBOero aMMHOKOHIIEBOTO JoMeHa [49].
B nHopme 6emok PRC2 obecrieunBaeT TpMeTUIIMPOBaHNE
27-ro mu3uHa tucroHa H3 (H3K27me) nocpencrBoM ru-
cToHOBOM MeTrnTpaHcdepasbl EZH2, onqHoro 3 KimoueBbIX
koMmnoHeHToB PRC2. B 1o xe Bpemst PRC1 obecrieunBaet
youKBUTUHUpOBaHMe ructoHa H2A mo 119-my au3uny
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(H2AK119ub), 9T0 IpUBOAUT K KOMITAKTA3ALIMU XpOMa-
THUHA U, COOTBETCTBEHHO, HeAoCTyIHOCTH ero aist PHK-
noymMepassl 11 [50, 51].

Benok SS18 BxomuT B cocTaB KAHOHMYECKOTO KOM-
mwiekca SWI/SNF — BAF (canonical BAF, cBAF). ITpu CC
aHoMaJIbHEIN 0esoK SS18-SSX KOHKYPEHTHO BBITECHSIET
HatuBHBIN SS18 n3 komrutekca cBAF (puc. 2, a), ipu aTom
takke BohITecHSII SMARCB1 (SWI/SNF-related, matrix
associated, actin dependent regulator of chromatin,
subfamily b, member 1, SWI/SWF maTtpukc-accoumupo-
BaHHBIN aKTWH-3aBUCHUMBII PETYJISITOP XpOMAaTHHA ITOMI-
ceMmeiictBa b, TUIT 1), KOTOPBIiA SIBJISIETCSI OIYXOJIEBBIM
cymnpeccopoM [42, 52]. BuiTecHeHHBIF M3 KOMILIEKca
SMARCBI mnonsepraercsl IpoTeOCOMHOM Jerpagaiuu.
B nopme SMARCBI1 unru6upyet aktuBHocth PRC2 uepes
nerteunio EZH?2. Herpagpanuss SMARCBI BrI3bIBaeT
runepaktuBanyio EZH?2 (cM. puc. 2, 6) 1, COOTBETCTBEHHO,
MoBBIIIEHHOe obpa3oBaHue H3K27me3, uto mpuBoauT
K peTIpecCUr TPAaHCKPUIILINHU KIIFOUEBBIX OITYXOJICBBIX CY-
npeccopoB [53] n akTUBALIMU HECKOJBKUX OHKOTEHHBIX
MaToJIOTUYECKUX IyTeii [54, 55].

HNuaktuBaunss SMARCBI1 npoucxoaut u mpu Ipyrux
3JI0Ka4e€CTBEHHBIX HOBOOOPA30BaHMSIX: SKCTpapeHAIBHOMN
pabaOUIHONM OIYXOJIM, STMTUTETMOUIHON CapKOMeE, STUTE-
JIMOUIHOM 3JI0KaYe€CTBEHHOU OITyXOJU U3 000JI0UEK Iie-
pudepraecknx HepBoB U T. II. [loka3aHo, YTO OHKOT€HHBII
komiiekc BAF nipu CC umeet 6ojiee IIUPOKUIA CIEKTP
maToreHeTUYeCKMX 3(PPEKTOB MO CPpaBHEHUIO C IPYTUMU
SMARCBI-gepuIMTHEIMUA OTIyXOJISIMU. PacinupeHue
¢ynkumit BAF 00ycioBieHO TONOTHUTENBHOM CyObhe Iy -
Hunei SSX, uro obecneunBaeT B3aumoneiicresue ¢ PRC-
CBSI3aHHBIMU OMBAJICHTHBIMY T€HAMU 1 WX TTOCJICAYIOIIIYIO

-
6 suz12QH2§ RS

PRC2

Puc. 2. MexaHu3mbl namono2uyeckozo QyHKYUOHUPOBAHUSA KOMNJIEKCO8 peMo0enupoBaHUs XpOMAMUHA Npu CUHOBUAGIbHOL CapKome Yepes
komnnexc SWI/SNF unu BAF: a — aHomansHbil 6enok SS18-SSX seimecHsem u3 komnaekca cBAF HamusHble 6enku SS18 u SMARCB1, umo npu-
800um K npomeocomHoli dezpadayuu nocnedHezo; 6 — denneyus 6enka SMARCB1 npusodum k eunepakcnpeccuu EZH2 u HapyweHHoMy @yHK-
YuoHuposaHutw Komnnekca PRC2

Fig. 2. Mechanisms of pathological functioning of chromatin remodeling complexes in synovial sarcoma involving SWI/SNF or BAF complexes:
a - abnormal protein SS18-SSX displaces native proteins SS18 and SMARCB1 from cBAF complex which leads to proteasomal degradation
of SMARCB1; 6 - depletion of SMARCB1 protein leads to hyperexpression of EZH2 and abnormal functioning of PRC2 complex
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abeppaHTHYIO akThBaLuio [56—58]. Takum o6pa3oM, HOBO-
o0pa3oBaHHBIN O6eJTok SS18-SSX, ncronb3ys 2 pa3nMuIHbIX
JIOMEHA, CBSI3BIBACTCS C 2 KOMIUIEKCAMU PEMOICINPOBA-
HHS XpOMaTHHA, KOTOPBIE B HOPMAJIbHBIX YCIIOBHSIX ME-
0T ITPOTHBOITOJIOXKHOE IEUCTBYE, 00eCIIeurBas U3MEHEHIE
X (GYHKIIMOHUPOBAHUS U CIIOCOOCTBYSI OHKOTCHE3Y.

B nccnemosannu C. Kadoch 1 coaBT. moka3aHo, 4To He-
W3MEHEHHBIN 1 OHKOTeHHBIN BAF-KOMITIIEKCHI MOTYT BBI-
tecHATh PRC, oGecrieunBast aIMre HETUYECKYIO TUIaCTUY-
HOCTb, UCHONB3YS TIPU 3TOM pa3Hble MeXaHM3MBI [59].
IIpennonaraercs, yto 6emoK SS18-SSX MokeT 3aHMMATh
Y4aCTKU XpOMATHHA, OTMEYEHHBIE CIIELIMAIbHBIMUA METUIb-
HeMK MeTKamMu — H3K27Me3 (puc. 3, a). Takum odpazom,
cBa3aHHbIN ¢ BAF-koMmiekcoM SS18-SSX BEI3BIBaeT pac-
man wiu cMmemeHne Metok PRC1/PRC2, teM camMbIM BbI-
3bIBasI pa3phIXICHNE XPOMATHHA 1 IIOBBIIIICHIE TPAHCKPHII-
umuoHHOU akTUBHOCTH [60]. C MOMOIIBIO ONMMCAHHOIO
MexaHH3Ma IIPOMCXOINUT aKTUBALIVS TPAHCKPHUITLIMOHHOTO
dakropa SOX2, KOTOPBIN HAXOOWUTCS B MTHAKTUBUPOBAHHOM
COCTOSTHMH OJ1aromapsi perpecCUBHOMY IEUCTBHIO TTOJIH-
KOMOOBOT'0 KOMIUIEKCA, YTO IIPUBOIMT K €T0 TUIIEPIKCIIPEC-
cuu 1 iposndepanyu kiaetok pu CC [11, 42].

PaccmaTtpuBaroTcs u Apyryue MeXaHU3Mbl B3aUMOICT -
ctBus 6enka SS18-SSX ¢ 6enkamu rpymmsl Polycomb.

() H3K27Me
© H2AK119ub1
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Benok SS18-SSX, cBsa3anHbIi ¢ komiuiekcoM BAF, crio-
CcOo0eH B3aMMOJIEHICTBOBATH C JIM3MHCIIEIU(UUECKO TeMe-
tnas3oil (lysine demethylase 2B, KDM2B) (cm. puc. 3, 6),
BXOISIIEH B COCTaB HEKAHOHMYHOIO ITOJUKOMOOBOTO
pernpeccuBHOro Kominiekca (PRCI1.1). KDM2B cBsa3ana
¢ HeMeTumpoBaHHBIMU CpG-0CTpOBKaMU T€HOB, y4a-
CTBYIOIINX B 3MOPMOHATBHOM Pa3BUTHUU KJICTKH, B HOPME
HaXOISIINXCS B pelpeccupoBaHHOM cocTosiHni. KDM?2B
IMOATOTaBINBACT XPOMATHH JUISI TTOCICIYIOIIETO METHUIIH -
poBaHus Komruiekcom PRC2, 4yTo mpuBoauT K momasJie-
Huto TpaHckpuruu. [Ipu CC mporucxoauT cBsI3bIBAHUE
SS18-SSX n komminekca BAF ¢ KDM2B, uto mpuBogut
K IaTOJIOTMYECKOM aKTUBALIMY T'eHOB [56].

KpomMe Toro, anoMmanbHbI 610K SS18-SSX 0bpasyeT
komrmieke ¢ ATF2 (activating transcription factor 2, ¢hakrop
aktuBanyu TpaHckpuryu 2) 1 TLE-1. JlaHHBII KOMITIEKC
CBSI3BIBACTCSI C IIPOMOTOPOM T€Ha, KOIMPYIOIIETO TPaHC-
kpuroHHbIi paktop EGR1 (early growth response 1 protein,
0eJI0K paHHEero OTBETAa POCTA 1), KOTOPHINA B HOPME MHIYLIM-
PYET 3KCHPECCHIO0 OHKOTCHHBIX CYIIPECCOPOB, TAKMX KaK P53,
tpaHcdopmupytonuit akrop pocra f§ (TGF-B), PTEN,
CDKN2A u gp. (cm. puc. 3, 8). benok SS18-SSX sBnster-
cs1 MocTtukoM, coenuHsIst ATF2 u TLE-1, KkoTopslii, B CBOIO
oyepenb, BeICTynaeT KomnoHeHToM PRC2, tem caMbIM

- N HemeTunupoBsaHHbie
ocTpoBku CpG /
Non-methylated CpG islands

Puc. 3. MexaHu3smbl namoso2u4ecko2o pyHKYUOHUPOBAHUS NOSUKOMBOBbIX penpeccusHblX KOMNIEKCO8 Npu CUHOBUAAbLHOU capkome: a — PRCI
u PRC2 8 Hopme obecneyusam KOMNAKMU3ayul0 XpOMAMUHKA 3a cHem MemuUPOBAHUA U YOUKBUMUHUPOBAHUA 2UCMOHO8, YMo npusooum
K CHUXeHUI0 mpaHckpunyuu 2eHos. lpu cuHosuansHol capkome komnaekc BAF/SS18-SSX cnocober soimecHsaims PRC1/2, mem cambim ycunugas
MPAHCKPUNYUIO 2eHOB, 8 HOPMe HAXO0AWUXCA 8 UHAKMUBUPOBAHHOM COCMOAHUU, 6 — komnaekc cBAF/S5518-S5X cesazbisaemcsa ¢ KDMZ2B s co-
cmase PRC1.1, ymo npusoOum K aKmusayuu 2eHo8, KOmopble 8 HOpMe HAX00AMCA 8 penpeccusHOM coCmMoAHuUU; 8 — SS18-SSX caasvisaem ATF2,
TLE1, ymo npusodum k akmugayuu 2ucmoHosoli 0eayemuna3ssl PcG/HDAC, deauemunuposaHuio xpoMamuHa u, COomsemcmaeHHo, CHUXEeHUIO
dyHruyuu (L) eeros-oHKocynpeccopos

Fig. 3. Mechanisms of pathological functioning of polycomb repression complexes in synovial sarcoma: a — in normal conditions, PRC1 and PRC2
mediate chromatin compactization through methylation and ubiquitination of histones which leads to decreases gene transcription. In synovial
sarcoma, BAF/SS18-SSX complex can displace PRC1/2 increasing transcription of genes which are inactive in normal conditions; 6 — cBAF/5518-S5X
complex binds to KDM2B in PRC1.1 which leads to activation of genes which are repressed in normal conditions; 8 — S518-SSX binds ATF2, TLE1 which
leads to activation of histone deacetylase PcG/HDAC, chromatin deacetylation and, therefore, decreased function (J-) of tumor suppressor genes
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ITOAABJISIS TPAHCKPUIILIMIO TeHOB-OHKOCYIIPECCOPOB U aK-
TUBUpPYS OHKOreHes [61, 62].

TakuMm oOpa3oM, MOIMGUIIUPOBAHHBINA KOMIIIEKC
BAF obGecrieunBaeT OHKOIeHe3 He TOJIbKO 3a CUET Hapy-
IIeHUsI COOCTBEHHOM (PYHKIIMM, HO U U3MEHEHMST aKTUB-
Hoct PRC, yTo mpuBOauT K abeppaHTHOI SIUTCHETUYEC-
CKOI aKTHUBAllUU MUIIEHEN MOJIMKOMOOBOro KOMIUIEKca
U aKTUBAIIY OHKOT€HOB, ITOAABJICHUIO TEHOB-CYIIPECCO-
POB OITyXOJIel M HapYIICHUIO IPOrpaMMbl KJIETOYHOTO
LIMKJIa C HEPEryJIMPYeMbIM POCTOM U JCJIICHUEM KJIETOK
¢ HapylIeHueM ux guddepeHIupoBKH [53].

CoBpeMeHHas Tepanusa CUHOBMANIbHON CAPKOMblI

Br160op Taktrku neyenust CC 3aBUCHUT OT pacipocTpa-
HEHHOCTHU mpoiiecca. IIpu MecTHO-pacpocTpaHEHHOM
IIPOIIECCE M IIOBEPXHOCTHOM PACITOJIOXKEHUH OITyXOJIH Pa3-
MepoM <5 CM BO3MOXKHO NPUMEHEHKME TOJIbKO XUPYpPrH-
YECKOro JICYeHHUS IPU JOCTUKECHUU HETaTUBHBIX KpacB
pesextnu (R0O) B 00beMe 0praHOCOXpaHSIOIIETO IMPOKO-
ro ucceueHus. [1pu rmomoxureapHbIX Kpasix pesekimu (R1)
IIPUMEHSICTCS aIbIOBAaHTHASI JIy9IeBasl WUIM XUMHUOTEPAIIHSL.
PesynpbraTel nccnenmoBanus A. Bilgeri u coaBT. mokaszanu,
YTO IMPUMEHEHME JIy4eBOI TepaIliu I10CIe IIPOBEACHHOIO
XUPYPIrUIECKOTO JICUCHUSI CHIDKAET PUCK PA3BUTHSI MECT-
HOT'O pellMINBa U yBEIMIMBAET O0IIIyI0 BRKIBaeMocTh (OB)
[63]. B mpyrux ucciiefoBaHUsIX, BHIIOJHEHHBIX Ha 00Jb-
IIIX BEIOOPKAX, IPOIEMOHCTPUPOBAHO, YTO aIbIOBAHTHASI
JIy4deBasl TepaIusl YIy4dlaeT MECTHBII KOHTPOJIb OITyXOJIH,
Ho He OB [64, 65].

XuMHoTepanus MpYMEHsIeTCs y MMALMEeHTOB C capKoMa-
MM BBICOKOTO PHCKA HEOATBIOBAHTHO (C IIEJTBIO TOCTVIKECHMS
onepatmy RO wim onpenereHnst IyBCTBUTEIbHOCTH OITyXO-
JIA K TIperiapaTtaM) U y IMalMeHTOB ¢ paclpoCTpaHEHHBIMU
CTamusIMM KaK OCHOBHoe JieueHue. [lepBast TMHWS Tepaniu
(XaK ¥ HeoaTbIOBaHTHAsI XUMHMOTEPAITHST) BKIIIOYAET KOM-
OMHALINIO JOKCOpyOUIMHa ¢ ndochaMuaoM, 4acTora OT-
BeTa 1ipu 3ToM gocturaet 60 % [66]. [1pu HEBO3MOXHOCTH
MMPUMEHEHUS TOKCOPYOUIIMHA BBUAY €r0 KapINOTOKCHUY-
HOCTU JOIYCTUMBIM SIBJISIETCSI Ha3HAUYCHUE BBICOKUX I03
ndochamnia B KauecTBeE MOHOTeparuu [67, 68].

[1py BO3HMKHOBEHNY XUMHUOPE3UCTEHTHOCTH Ha M(oc-
damum 1 JOKCOPYOHMIIMH TepaIeli BEIOOpa SIBISICTCSI KOM-
OMHanug reMuMTabMHa U JOoLleTaKcea.

[IpuHuMass BO BHUMaHUE BO3MOXHOCTb PE3UCTEHT-
Horo TeueHrst CC npu MpUMEHEHNH CTaHAAPTHON XMMUO-
Tepalmy, aKTyaJIbHBIM Ha CETOMHSIITHUN IeHb SIBJISICTCS
ITOMCK HOBBIX T€PAIIeBTUICCKUX OIMIINII, KOTOPHIE B TOM
YHCJIe UMEIOT MATOTEHETUYECKYIO HAIIPaBJICHHOCTb.

Tepanusa uarnéuropamm Tupo3unkuna3. I[Ipu CC or-
MEUaeTCsl aKTUBALIMSI MHOXECTBEHHBIX MaTOJIOTMIECKIX
IyTeii, B TOM YHCJIE TeX, B KOTOPBIX YIACTBYIOT PEIIEIITOP-
HbIC TUPO3WMHKUHA3KL. B CBSI3M ¢ 3THM M3ydaeTcst BO3MOX-
HOCTh IIPUMEHEHMUS Ma30MaHn0a, KOTOPHIM SIBJISIETCS
MYJIBTUKWHA3HBIM THTUOUTOPOM PELIETITOPOB SHIOTEIM -
anpHbIX pakTopoB pocta (VEGFR1, VEGFR2, VEGFR3),
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(akropoB pocra TtpomborutoB o u  (PDGFR-a,
PDGFR-B), pakropa pocra dubpoodnactos (FGFR) u op.
JlaHHBINM TIperapaT moka3aH Npu Hed3(POEeKTUBHOCTHU
1-i1 TMHUM Teparuu, BKIOYAIOIIe mpernapaTbl aHTpaLy-
KJIMHA, TIPY HeaTUITOIIMTaAPHBIX, HEMETACTATUICCKUX, MSIT-
KOTKaHHBIX OITyXoJisix. B MeTaaHanu3se 7 uccienoBaHUM,
n3ydaromux 3¢p¢GEeKTUBHOCTD Ta30MaHnba Mmpyu MeTacTa-
tnueckoii CC, meauana OB cocraBuna 10,3 Mec, MemnaHa
BBIXKMBaeMocTH 0e3 rporpeccuponanus (BBIT) — 5,3 mec,
obwas yactora otBeTa — 18,9 % [69]. CxoxkuM 10 aeiicT-
BUIO IIpeIapaToM, aKTMBHOCTb KOTOPOTO M3ydaeTcs
npu CC, gnsercst peropadeHnd — Tak:Ke UWHTUOUTOP
MHOKECTBEeHHBIX TUPO3MHKIHA3. B paHIOMU31MpOBaHHOM,
IUTIaIIeO0KOHTPOIMPYEMOM HMCCIEIOBAaHMHI 3TOTO IIpelra-
pata nnpu CC menuana BBII cocraBwia 5,6 Mmec mpoTuB
1 mec B rpymme rwrane6o [70, 71]. [TomydyeHHBIE HU3KUE
IMoKa3aTeJn BBKMBAeMOCTHA M OTBETA Ha IIPOBOIAUMYIO
TepaImio MOTICPKUBAIOT HEOOXOIUMOCTh JaJIbHEMIIIETO
ITOMICKa HOBBIX TePAIIeBTUICCKUX ar€HTOB.

DnureHeTHYECKH HaNpapiieHHas Tepanus. [1ocKoIbpKy
6enok SS18-SSX urpaet KiI04eBYIO pOJIb B TTaTOTeHE3eE,
BBI3bIBasI SIUTCHETUYECKYIO TUCPETY/ISIUIO0 II0 MHOTUM
HaIpaBJICHUSIM, paCCMaTPUBACTCSI BO3MOXKHOCTD IIPUMe-
HEHUS IperapaToB, HAIIPABICHHBIX HA SITUTEHETUICCKIE
MexaHu3Mbl mpy CC. OmHUMHU U3 TaKUX MPEIapaToB SIB-
nstorest muarnouTopsl HDAC, koTopble mokazanu apdex-
TuBHOCTH ITpu CC B JOKJIIMHUYECKHNX UCITHITAHUSIX.

B daze 11 ximmHnyeckoro ncciegoBaHus BOPMHOCTATA
menraHa BBIT cocraBuna 3,2 Mec, menuana OB — 12,3 mec
IIPY OTCYTCTBUM 3HAYMMOTO OTBETa Ha TepaIluio Cpeau
nauueHToB. B nccnenoBanue o 40 60JIBHBIX C cCapKo-
MaMM, KOTOpbIe paHee MOJIyJaay Tepaluio, Cpead HUX —

3 manmenTa ¢ CC [72]. CymiecTBeHHBII OTBET Ha ITPOBO-
JTAMYIO TepaIliio TaKXKe OTCYTCTBOBAJI IIPH MCCIICIOBAHNN
addextuBHOCTH Apyroro unruoutopa HDAC — nano6u-
Hocrara [73].

C yuetom cBepxakcrpeccn EZH2 npu CC paccmaTpu-
BaeTcsl BOBMOKHOCTD TIPUMEHEHMST ee MHTUOUTOPOB [74].
Mennana BBII 33 mamueHTOB ¢ JaHHOI ITATOJOTUENR
P TEPAITIH Ta3eMETOCTaTOM COCTaBIIIA 5 MeC, 3HAUMMBIi
OTBET OTCYTCTBOBAI [75].

Hcxons u3 mory4eHHBIX pe3YJIBTaTOB, MOXKHO CIIeIaTh
BBIBOJI, YTO BO3ICHCTBHE Ha OTAEIbHBIC ITyTH ITATOTeHEe3a
HE SBJISICTCSI TOCTaTOUYHBIM IJISI HOpMAJIM3ALINY MEXaHN3-
MOB BIIUTCHETUYCCKON PETYISILNU U MPEeIOTBPaIleHUS
TaKUM 00pa30M IIPOTPECCUU OITYXOIH B CIYIasIX IIPOIBU-
nyroii CC.

Knerounas amonmusaas ummyHoTepamis. /st CC, B ot-
JIN4Me OT APYTUX OIyXOJiel, XxapaKTepHa 3KCIpPeccust
AHTUTEHOB paKa simJka, Takux Kak MAGE-A4 (melanoma-
associated antigen 4, MeJ1aHOMAa-aCCOLMUPOBAHHBIN aHTU-
reH 4), NY-ESO-1 u PRAME (preferentially expressed
antigen in melanoma, TPeUMYyIIECTBEHHO 3KCIIPECCUPY-
€MBIif aHTUTEH B MeJIaHOME), TIOTCHIIUAIBLHO SIBJISIIOLINEC-
cs TepaneBTUYecKuMU MuiieHsimu [30, 76—79]. Ilpu CC
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HU3y4aeTcs BO3MOXHOCTh IPUMEHEHMS TCHETUYECKHA MO-
muunupoBaHHbx T-nmuMmdonutoB, a umeHHO TCR
(transgenic T-cell receptor, TpaHcreHHbIN T-KIIeTOYHBIN
penenitop) T-1uM@pOLMTOB, aKTUBHOCTH KOTOPHIX HAIIPAB-
JieHa Ha aHTureHbl ormyxonu. TCR-T-muMbouuTs! moy-
YaloT MyTeM 3a00pa HOpMaIbHBIX T-TMMGOLIMTOB NepU-
depuyeckoit KpOBU C IOCICAYIOIINM T€HETUYECCKUM
IeperporpaMMIPOBAaHIEM ITIOCPEICTBOM IIepeHOCA TCHOB
o~ 1 B-ueneit, crenupuIHbIX A1 THTEPECYIOIIETO OITyXO0-
JIEBOT'O aHTHUTeHa. MUIIIEHSIMU MOTYT SIBJISIThCSI yKa3aHHBIC
BBIIIIC aHTUTEHBI paKa siMYKa. SIBHBIM IIPEUMYIIEeCTBOM
JTAHHOTO BUIIA TEPAITNH SIBJISIETCSI TO, YTO CBEPXIKCIIPECCHUST
JMIaHHBIX aHTUTEHOB OTMEYACTCSI B KJIETKAX OIYXOJICBOM
TKaHHU M OTCYTCTBYET B 3MOPOBBIX TKAHSX, 3a NCKIIIOUCHM -
€M TKaHel SIMYKa, 9YTO CHIKAET BO3MOXHOCTDb Pa3BUTHS
HeOIaronpusTHBIX 3G HEKTOB.

AnTureH paka ssmyka NY-ESO-1 gBiseTcs BBICOKO-
HUMMYHOT€HHBIM, aOeppaHTHO SKCIPECCUPYIOIIUMCS
B 60—80 % ciyyaeB CC [77, 80, 81]. B munoTHOE Mccneno-
BaHME, B KOTOPOM M3ydanach 3(P(PeKTUBHOCTh Teparuu
TCR-T-mumpormramu cpeny narmeHToB ¢ CC, MOIydnB-
IINX XMMUOTEpaIuio 6e3 sBHoro 3 dexra, ObUIM BKITIOUE-
HbI 18 601bHBIX ¢ ypoBHeM aKcnpeccur NY-ESO-1 cBrbie
50 % u ramtotunoM HLA-A2. I1oa0XUTebHbII KIMHU-
yecKuit oTBeT noaydeH y 11 u3 Hux, 3- u 5-netusas OB co-
craBwiu 38 u 14 % coorBeTcTBeHHO [77].

Taxkcke mpeacTaBIeHbI Pe3yabTaThl KITMHUIECKOTO UC-
cienoBaHus ¢as3nl I, B KoTopoe BolLM 45 IMaliMeHTOB
¢ pedpakrepHoit unu peuuausupytomieii CC. bonbHbie
ObUIM pa3nesicHBl Ha 4 TPYIIILI B 3aBUCUMOCTH OT YPOBHS
skcnpeccun NY-ESO-1 u pexxuma numdponerurerin. Ya-
CTOTa OTBeTa B rpyiiiax Bapeuposaia ot 20 1o 50 %. Ycra-
HOBJICHHI | ITOJTHBIN M 14 9aCTUIHBIX OTBETOB Ha IIPOBO-
numylo tepanuio [82, 83]. BrocimenctBuu mpoBeleH
post-hoc-aHanu3, HalpaBJACHHBIN Ha BBISIBIeHUE (PAKTO-
POB, KOTOpbl€ MOIJIM ObI CITOCOOCTBOBATb Pa3BUTUIO OT-
BeTa WJIM Pe3UCTeHTHOCTU. [loKa3aHo OTCYTCTBUE CyIIIe-
CTBEHHOTO BIUSIHUSA YpoBHA sKcrnpeccun NY-ESO-1
Ha IOoCTHXKeHUe oTBeTa. [1pu aTOM MMen 3Ha4eHUE PeXuM
JmMdoneruIeuy, mpsiMasi KOppeJsiius ¢ OTBETOM ObLTa
BBISIBJICHA IMIPU IIPUMEHEHMHM CTAaHIAPTHOTO peXuMa
XUMMOTEPAM, KOTOPBIM BKIIOYaAI (aydapaOuH U 1IM-
kiodocdhamMua B CTaHZAPTHOM JO3UPOBKE, B OTINYUE
OT CJIy4aeB MCIOJIb30BaHUS 0oJiee MIAIsIIUX PEeKIMOB.
[NanmeHTHI, TOMYYUBIITNE CTAHAAPTHBINA PeXUM JTUMGO-
JeTUICIIN, UMeJIU 0oJiee HU3KHE TI0KA3aTe Il SHIOTeHHBIX
JIMMOOLIMTOB ¥ MOHOITMTOB U 00JIe€ BEICOKHE TTOKA3aTeII
nHTepelikuHa 15 nepen nagysueit TCR-T-mumdonuTos.
Ponp mHTepneiikuHa 15 3akiogaercs B OAAEpKaHUNA
T-kJeToyHoO# mponndepai U BBLDKUBAHUS, B CBA3U
C YeM IIPEATIOIOKEHO, YTO CHIDKEHNE SHIOTeHHBIX JTUM-
(OLUTOB M1 MOHOLIMTOB Ha (DOHE ITPOBOANMOI XUMHUOTEpa-
[T TIPUBOIUT K ITOBBIIICHUIO YPOBHS MHTEpJIeKHA 15,
koTopslii pu BBeneHnun TCR-T-nmumdonntoB odecnieyn-
BaeT OJIATONPUSATHYIO CPeMy ISl paCIIMPEeHUS KJICTOUHO-
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ro myna. Takxxe ypoBeHb OTBeTa ObLI BhILIE Cpeay Malu-
€HTOB, KOTOPHIM BBOIMJIM 00Jee BBICOKYIO 03y
TCR-T-nmuMpoUTOB NMpU pacyeTe Ha KWJIOTpaMM MacChl
tena. [ocne ungy3nn TCR-T-mMboOLMTOB Yy NallMeHTOB,
KOTOpBIE OTBETUJIN Ha TEPAIIUIO, IO CPABHEHUIO C TEMH,
Yy KOTO OTCYTCTBOBAJI OTBET, OTMEYAIN 0OJice BBICOKHE
rmoKasaresiu MHTepdepoHa y, MHTepIeiKiuHa 6 U MTUKOBOM
KJIETOYHOM 3KCITAHCHH, YTO OTpaxkaeT aKTHBAIIMIO BBE-
neHHbIX T-mumdornuros. [Tocie MpoBeaeHHOTO JICUSHUS
JIOTTOJTHUTEIFHO MCCIIeIOBAaHbI 00PA3IIBl OITyX0JIEBOM TKa-
HH, B pe3yJIbTaTe Yero BHISIBICHBI IIOBBIIICHHAS MH(MWIb-
tpanust omyxonu TCR-T-nmuMmbonuramMmu u CHIKEHHE
BKCIpPEeCcCrr TeHOB MaKpodaroB, 4YTo, BEPOSITHO, CBSI3aHO
CO CHIDKEHMEM MX KosimdecTBa. [1oydeHHbIe JTaHHBIE OT-
paxkaloT U3MEHEHHS B OIyXOJIEBOM MUKPOOKPYXKCHUM.
HampoTuB, cpeau mammeHTOB, Y KOTOPBIX OTCYTCTBOBAJ
OTBET Ha Tepaluio, OTMEeYeHa BBICOKAss MHOUIbTpaIus
OITyXO0JIEBOI TKaHU MaKpodaraMu 1 MUCJTOMTHBIMU KJIET-
KaMy, a IIpU IPOTPECCHU — COXPaHEHHE SKCIIPEeCCHUH
NY-ESO-1, Ho cumxenue skcnpeccun HLA-A2 1 reHOB,
YYaCTBYIOLINX B IIPE3eHTALIMM aHTUTeHA. ABTOpaMU CIe-
JIAHO TPEANnoI0XeHe 0 HEOOXOIUMOCTHU pa3pabOTKU Me-
TOJOB, TO3BOJISTIONINX TMOBBICUTH 3Kcmpeccuio HLA
JIJIST TIOBBIIIICHMS TIPE3eHTAIlUM aHTUTeHA M YMEHBIIUTh
KOJIMYECTBO MaKpoharoB U MUEJIOUIHBIX KJIIETOK, 9TO IO~
TEHLUMAJAbHO YJIYUYIIUT NPOTUBOOIIYXOJIEBBIII OTBET
npu npuMeHeHn TCR-T-muMmdonunTos [84].

Benok MAGE-A4 taxxe gBlsieTCs aHTUTEHOM paka
SIM4YKa, KOTOPBI BBICOKO aKcmpeccupyercs (okoso 80 %)
mpu CC [29, 81]. Kak u NY-ESO-1, oH siBIII€ TCSI BHYTpH-
KJIETOYHBIM aHTUTEHOM U TpeOyeT ero IpencTaBIeHUS
B coctaBe Komruiekca HLA nis aktuBalimy MMMYHHOTO
oTBeTa. Pacro3HaBaHue aHTUI€HA OCYIIECTBIISCTCS TAKXKe
nocpeactoMm TCR, 4to 00ycioBuiIO pa3paboOTKy
T-mumbonTOB ¢ BhICOKOA(POUHHBIM PELISTITOPOM, CITELI-
¢munbM K Tienrtuny MAGE-A4. TTpoBeneHo KIIMHAYECKOe
nccaenoanue I paswl cpeny marmeHToB ¢ pacIpoCTpaHeH-
HBIMH CTAIUSIMHM T10 9 pa3TMIHbBIM OITYXOJISIM C SKCITPECCH-
el kieTkamu Heortactudeckoii Tkaun MAGE-A4. Cpenn
manueHToB ¢ CC yacroTa oTBeTa cocraBwia 44 %, 4ro cy-
IIECTBEHHO BBIIIE 10 CPABHEHUIO C IPYTUMU BUIAMU OITy-
xoneit — 9 %. Mennana BBIT npu CC cocrasuna 20,4 Hex,
OB — 58,1 Hex, uro BhIIe TTOKa3ateneit OB, JOCTUTHYTBIX
IIpY IPUMEHEHNH COBPEMEHHBIX CTaHIAPTHBIX METOIOB
JIe4eHus 2-1 IMHUY Tepanuu (I1a30IMaHu0, TPAOSKTUINH),
paBHbIX IpuMepHO 10 Mec [69, 79]. [1pu 3TOM y MaLIMEHTOB
€ BBICOKMM ypoBHeM aKcrpeccnt MAGE-A4 1 rtonmyamBIimx
Boicokue 10361 TCR-T-mmM@poLMTOB OTMEYEH XOPOIINIiA
oTBeT. TakKe cpeny IMalleHTOB, OTBETUBIIINX Ha TePaIIHIo,
YCTAaHOBJIEHHI O0JIee BEICOKME YPOBHU UHTepdEpOHA Y Y UH-
TepieiikmHa 6 [79].

Eie ogun anTureH paka simuyka — PRAME. Yacrora
ero skcrnpeccun npu CC cocrasiser okojio 70—86 %,
IIPY 3TOM OoTMedaeTcs Tuddy3Has sauepHas M IUTOIIa3-
MaTudeckas skcnpeccus [81, 85]. PaccMaTtpuBaeTcst Bo3-
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MOXKHOCTb IIPUMEHEHMS JaHHOTO aHTUTeHA KaK MUIIIEH!
npu ucnoas3oBanum TCR-T-mumbonuroB. B uccieno-
BaHMU, BBITTOJIHEHHOM Ha 5 mauueHTax ¢ CC, ipenBapu-
TEJIbHO IPOXOAMBIINX JICYCHNE, TTOJIOKUTEIbHBIN OTBET
MmoJy4yeH y 3 u3 Hux [86].

Tepanus HATHONTOPAMI UIMMYHHBIX KOHTPOJIbHBIX TOYEK.
CuHoOBHAaIbHASI CApKOMa OTHOCHUTCSI K OITYXOJISIM C HU3KOM
BOCIAJIUTEIbHOUM MH(DWIBTPAIINEN, YTO SBISIETCS XapakK-
TEPHOI YepTOU TPAHCIOLMPOBAHHBIX OITYXOJIEH, UMEIOLINX
HHU3KYI0 MyTalIMOHHYIO HaIrpy3Ky, B OTJIMYKE OT OITyXOJeit
CO CJIOXXHBIM KapUOTHUITOM, HaripuMep HenuddepeHIUpo-
BaHHOM T7IeOMOP(MHOIT CapKOMBI 1 JIEHOMHUOCAPKOMEI [87].
B cBs3u co cnaboit BocnianuteabHoi nHuisrpanueit CC
OTHOCSIT K TaK Ha3bIBACMBIM MMMYHOJIOTUIECKH «XOJIOMI-
HBIM» OITyXoJissM. HecMOoTpst Ha 3TO, TIPOBOISITCS MCCIe-
JTOBaHMS, HAIIPaBJICHHBIC Ha M3Y4eHUE TIPOTUBOOITYXOJICBOM
3¢ GEKTUBHOCTH NHTMONTOPOB UMMYHHBIX KOHTPOJIBHBIX
touek (MUKT) mporuB perientopa mporpaMMupyeMoit
kinerouHoit rudenmu 1 (PD-1), ero nauranma (PD-L1)
n CTLA-4. JleueHre neMOpoan3ymMaboM, MOHOKJIOHAJIb-
HBIM aHTUTENIOM K aHTU-PD1, moka3zao Hu3Ky1o s dek-
TUBHOCTH cpeau mauneHToB ¢ CC. Cpenu 10 maimeHTOB
¢ CC yacTyHBIii OTBET IMOJIYYeH B 1 ciaydae, crabumm3anyst
3aboseBaHus — B 1 cirydae [88]. Eme ogHO ucciaenoBaHue,
B X07€ KOTOPOTo n3ydaiu 3pGEeKTUBHOCTb UTTHMJIMMyMaba
(antu-CTL4) y 6 6onbHbiX ¢ CC ¢ MOJOXUTEIbHBIM
NY-ESO-1-crarycoM, npexxaeBpeMeHHO MPEeKPaTUIA U3-
3a MOJIHOTO OTCYTCTBUS 3ddexra [89]. B kmmHMIecKoM
nccienoBanuu dasel 11, B koTopoM orieHMBaIM 3 GeKTUB-
HoCTb mypBanymaba (aHtu-PD-L1) 1 TpeMmenrmmymata
(antn-CTLA-4) ripu pa3aIMyHbIX BapMaHTaX pacIipocTpa-
HEHHBIX capKoM, Habop nauueHToB ¢ CC 0CTaHOBUIN U3-
3a MOJIHOTO OTCYTCTBUS O0TBeTa. boiee Toro, y 4 u3 5 6071b-
HbIX ¢ CC oTMeueHO nporpeccupoBanue 3aboneBanust [90].
Pesynsrarhl vccaenoBaHyst IPUMEHEHUS ETMIMPOBAHHO-
o peKOMOMHAHTHOTO YeJI0BEYECKOIro MHTEPJICHKIHA 2,
KOTOPBI MHAYIUPYET aKTUBAIIMIO M IIpojudepanuio
CDS8*-T-mumdouutoB nu NK-ki1eToK, B KOMOMHAIIUIHN
¢ HuBoyMaboMm (antu-PD1) mipu capkomax, Bkmogast CC,
He nmokazanu 3p@ekTuBHOCTY Takoi Teparmu [91]. T1po-
BeICH MeTaaHaIN3 4 TIPOCTICKTUBHBIX UCCICIOBAHUI, U3Y-
yarommx 3¢ dektuBHOcTh TpuMeHeHnss MUKT mpu pasz-
JIMYHBIX BapMaHTaX capkoM. B aHaim3 cyMMapHO BOIILIA
134 mauuenTa. B 11 % cityyaeB BBISIBICHO TMIIEPIIPOrPeC-
cUpylollee TeYeHUe 3a001eBaHUS Y OOJIbHBIX C pa3IUYHbI-
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MU Tunamu capkom, B Tom uuciie ¢ CC. To, 4To ocobeH-
HOCTU MHUKPOOKPYXECHHUSI M TEHOMHBIC H3MEHEHUS
SIBJITIOTCS TIPOTHOCTUYECKUMU (paKTOpaMU PUCKa, BbI-
SIBJIEHO He ObLI0 [92, 93].

[MosryyeHHBIE TaHHBIC AEMOHCTPUPYIOT, YTO B LIEJIOM
MNHUKT He oka3bIBalOT CYIIECTBEHHOTI'O TepareBTUYECKO-
ro Bo3aericTBus Ha CC. OgHaKo MPOIOJIKAIOTCS UCCIe-
JIOBaHMsI, HaIlpaBJIeHHbIe Ha n3ydeHne 3(PPeKTUBHOCTU
MNHUKT B KoMOMHALIMK C XMMHUOTepaIieit uiu TapreTHOMu
teparmmeit [94]. K ToMy e ocTaeTcst 10 KOHIIA He SICHBIM,
y Kakux IalMeHTOB ¢ capkomamu InpumeHeHue MUKT
MOXEeT UMEThb TeparneBThudecKuii 3¢ dekr. Ha cerommsi-
HUI IeHb OTCYTCTBYIOT OMOMapKephl, KOTOPHIE TTO3BOJIH-
i Obl mpencka3aTh OTBeT Ha Tepanuio. IlokazaHo,
4yTO ypoBeHb 3Kcrpeccun PD-L1 He koppenupyer ¢ pe-
3ynbTaTamu jJedeHus [88, 94]. Jlormueckum 00bsICHEHIEM
orcyrcrBus otBeta npu CC mpu npumeHenun MUKT
MorJIa OB OBITh HU3KAsI MyTallMOHHAs Harpy3Ka JaHHOTO
THTIA OITYXOJI, SIBJISIIOIICICS MMMYHOJIOTUIECKU «XOJIO -
Holi». OqHAKO TaHHOE YTBEPXKICHNE HE COOTHOCHUTCS C pe-
3yJbTaTaMu, MoJaydeHHbIMU npu npumeHeHuu MUKT
IIJIS JICYSHUS adbBEOJIIPHOM CapKOMBI MSITKMX TKaHEH,
KOTOpasi TaKKe MMeeT HU3KYI0 MYTallMOHHYIO HArpy3Ky
1 cnabyro BocHalnTeIbHYI0 nHWIbsTpanuio. [Tpu nanHoM
3a001eBaHNM 3a(bUKCUPOBAH XOPOIIUIA OTBET Ha aTe30JIH-
3yMab — MOHOKJIOHAJIbHOEe aHTHTeN0 K PD-L1 [95].

3aknueHue

TakuM oOGpa3om, B HACTOsILLIEM 0030pe PACCMOTPEHBI
BOITPOCHI AMAarHOCTUKU, IaToreHe3a CC 1 HOBbIE METOIBI
ee Tepanuu. HecMoTpst Ha riiy0boKoe MOHUMaHUE MPO-
1eccoB oHKoreHe3a nmpu CC, srmMreHeTnYecKast peryJsiis
1 B3aMOJEHCTBUE a3 IMIHBIX IaTOTCHETUYECKMX ITyTei
OCTaIOTCsI 10 KOHIIA He ccienoBaHHbIMU. [1o Mepe n3yde-
HUsI TIaTOTeHEe3a OTMEYaeTCs MOSBICHNE HOBBIX, B TOM
YHCJIe 3MUTeHEeTHYEeCKM HaIIpaBJICHHBIX, IIpeIapaToB.
[Ipu ipoBeneHNM KIMHUYECKUX UCITBITAHWI 9aCTh JieKap-
ctBeHHBIX cpeactB npu CC okazanuch HedDOEKTUBHHEI,
TOTIa KaK IIPY IIPUMEHEHNUN OTIEIBHBIX TPYITIT IIPEIIapaToB
Yy 4acTH MAIMEeHTOB OTMEYECH OTBET. XapaKTep OTBETa
Ha Tepamnuio MOXeT ObITh 00YCJIOBJIEH OCOOEHHOCTSIMU
TeHETUYECKOTO MPOPMIIST B KAXKIOM KOHKPETHOM CITydae
CC. JanbHeiimee nzydyenne CC ¢ mpuMeHeHNEM COBpE-
MEHHBIX TCHETUYECKHNX METOIOB, BOBMOXHO, B OymyIeM
ITO3BOJIUT IPOSICHUTD 3TOT BOIIPOC.
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3Nn0KayeCTBeHHas rMraHTOKNETOYHAA ONyX0Jb KOCTH:
BO3MOKHOCTU JMUArHOCTUKU U MOHMTOPUHIA NpoLiecca
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KonTakTtbl: CraHucnas Anekceesuy Tabakaes stas_tab@bk.ru

BBepeHue. MMraHtoknetouHas onyxonb (FKO) koctu — oTHocuTeNbHO pefkoe HoBooGpa3oBaHue. Ee 3nokayecTBeHHas
TpaHcdopmaums nponcxofut B 8—10 % cnyyaes v NpeAcTaBaseT coboii capkoMaTo3HOE nepepoxaeHue onyxonu. B nu-
TepaType Hef,0CTaTOYHO AaHHbIX O PEHTFEHONOrMYeCKNX npusHakax u auddepeHunanbHO-AUarHOCTUYECKUX KPUTEPUAX
nepBuyHoit 3nokavectBeHHoit KO kocTu. OTCYTCTBYIOT TaKKe YeTKUe peKOMeHaLMM OTHOCUTENbHO Mana3oHa NNoTHOCTH
NOpaXeHHOro yyacTka ans auddepeHumanbHON ANarHOCTUKN.

Llenb nccnepoBaHma — npoaHann3nMposaTb AUHAMUKY U3MEHEHWUS NAOTHOCTU ONYXONM Y NALMEHTOB CO 310KAYECTBEHHbIM
BapuaHTom [KO KocTW ¢ nomoLybio KOMNbIOTEPHOI TOMOrpatun C AeHCUTOMETpUEA.

Marepuanbi u meTopbl. 06cnegosaHbl 10 nauneHTos (cpeHuii Bo3pacT — 45,8 + 4,2 roaa, AuanasoH — 28—-58 fet) co 310-
kauectBeHHoM KO kocTu. Bcem 6onbHEIM NPOBOAMIOCH leYeHMEe AeHOCYyMaboM C NocneayoLmuM XMpypruyeckum BMeLa-
TenbCcTBOM. MI3MeHeHUs B KOCTU OLEHMBANM BU3yanbHO. [lEeHCUTOMETPUYECKUI aHANU3 NPOBOAMIW NO pa3paboTaHHOW
HaMW METOAMKE C OMpefeNeHNeM CPpeHEro 3HAYEHUs NNOTHOCTW onyxonu B eguHuuax XayHcdunga (HU) v ungekca ot-
HOCUTeNbHOM nnoTHOCTH onyxonu (k) (OTHOWeEHME NIOTHOCTU ONYXONM K NIOTHOCTU HEM3MEHEHHOW KOHEYHOCTH Ha aHa-
JIOTUYHOM YPOBHE).

Pesynbrarbl. Mocne 6 BBeAeHMit feHocyMaba y naumneHToB NOABMIICA YeTKMI 0600K CKNepo3a no nepudepun onyxonu,
B CTPYKTYpe KOTOPOI onpefensnnck TOHKUE NoNocku occucukaunu. Npu aHanuse AeHCMTOMETPUYECKUX NoKasaTenei
NNOTHOCTb OMYXO/U NOC/E NPUMEHEHNA fieHocyMaba yBenuuunach ¢ 46,3 (meguana (Me) 35,0; MEXKBAPTUNbHBINA pa3max
(IQR) 51,4) HU po 88,8 (Me 84,8; IQR 118,4) HU, a uHpekc oTHocuTebHON naoTHOCTH onyxonu — ¢ 0,33 (Me 0,22; IQR 0,45)
10 0,68 (Me 0,62; IQR 0,89). C yyeTom 0nyb6ANKOBAHHBIX HAMU PAaHEE [AaHHbIX MO MOPOrOBbLIM 3HAYEHUAM 3TUX NOKa3aTenen
(>139,5 HU 1 >0,97 COOTBETCTBEHHO), NPU KOTOPbIX CHUXAETCA BEPOATHOCTb HANNYKUA PE3NAYaNbHON OnyXonu (YyBCTBU-
TenbHocTb 81,8 %, cneunduyHocTb 96,6 %), 9 M3 10 nayueHTam Gbl10 HEOOXOLMMO NPOJOMKUTL TEPAMNUIO.
3aknioyenune. KomnbiotepHas ToMorpadus ¢ AeHCUTOMETPUEN NO3BONAET OLEHUTb U3MEHEHUS, BbiABAfEMble HA (OHe
Tepanuu feHocymMaboM, y NaLyueHToB €O 3710KayecTBeHHbIM BapuaHToM MKO kocTu. Mo faHHbIM PEHTTEHON0rMYECKOro 1c-
C/Iel0BaHMs, TeUEHME AaHHOTO 3aboneBaHns uMeeT 0co06eHHOCTU. C y4eTOM FMCTONOTMYECKUX BAPUAHTOB 3/10KAYECTBEH-
Holt TKO MOXHO npepnoxuTb bonee AnutenbHele nepuoasl HabAAEHUA U NPUMEHEHUSA feHOCYMaba Uiu CMEHY TaKTUKK
NeyeHns Ha AooNepaLMOHHOM 3Tane, a TaKKe MCCNefoBaTb BO3MOXHOCTL NPUMEHEHUA 3TOr0 npenapata npu Apyrux
NepBUYHbIX OMYX0NAX KOCTEN.

KnioueBble cnoBa: 3/10KayecTBeHHaA MMraHTOKNETOYHAA 0OnyxoJib KOCTU, KOMNbIOTEPHAA Tomorpad,'mn C ﬂeHCVITOMeTpI/IeVI,
MajurHn3aumsa, N1OTHOCTb ONyxoaun

IOna uutupoBaHusa: TaGakaes C.A., ®ponosa W.T., AHucens N.N. u ap. 3noKauyecTBEHHAs rMraHTOKIETOYHAs ONyXosb
KOCTW: BO3MOXHOCTW ANArHOCTUKM U MOHWUTOPWHTA MpOLecca Npu NpUMeHeHUn AeHocymaba. CapkoMbl KOCTEN, MATKUX
TKaHel u onyxonu koxwu 2025;17(3):38-44.

DOI: https://doi.org/10.17650/2219-4614-2025-17-3-38-44

CapKoMbl KOCTeN, MATKMX TKaHeil 1 0nyXoau Koxu 2025 | Tom17 | Ne3


https://creativecommons.org/licenses/by/4.0/

CAPKOMBI KOCTEM |

MALIGNANT GIANT CELL TUMOR OF BONE: POSSIBILITIES OF DIAGNOSIS AND MONITORING
OF THE PROCESS WHEN USING THE DENOSUMAB

S.A. Tabakaev, 1.G. Frolova, I.1. Anisenya, A.V. Bogoutdinova, N.V. Vasiliev, P.K. Sitnikov, E. E. Bober, P.V. Surkova,
A. V. Usova, A. D. Mitrichenko, Kh.1. Khakimov

Cancer Research Institute, Tomsk National Research Medical Center of the Russian Academy of Sciences; 5 Kooperativny Line,
Tomsk 634009, Russia

Contacts:

Stanislav Alekseevich Tabakaev stas_tab@bk.ru

Introduction. Giant cell tumor (GCT) of bone is a relatively rare neoplasm. Its malignant transformation in the form
of sarcomatous changes occurs in 8-10 % of cases. The literature lacks data on radiological signs and differential
diagnostic criteria of primary malignant GCT of bone. Clear guidelines on the density range of the affected area
for differential diagnosis are also absent.

Aim. To analyze dynamics of tumor density changes in patients with malignant GCT of bone using computed tomography
densitometry.

Materials and methods. Ten patients (mean age 45.8 + 4.2 years, range 28-58 years) with malignant GCT of bone were
examined. All underwent treatment with denosumab with subsequent surgical intervention. Bone changes were
assessed visually. Densitometric analysis was performed in accordance with a method developed by us involving
determination of tumor density in Housefield units (HU) and relative tumor density index (k) (ratio between tumor
density and density of the unaffected limb at the same level).

Results. After 6 injections of denosumab, a clear sclerotic rim appeared at the tumor periphery containing thin lines
of ossification. Analysis of densitometric parameters showed that tumor density after denosumab administration
increased from 46.3 (median (Me) 35.0; interquartile range (IQR) 51.4) HU to 88.8 (Me 84.8; IQR 118.4) HU, while
relative tumor density index increased from 0.33 (Me 0.22; IQR 0.45) to 0.68 (Me 0.62; IQR 0.89). Earlier we have
published threshold values of these parameters (>139.5 HU and >0.97, respectively) at which probability of residual
tumor is lowered (sensitivity 81.8 %, specificity 96.6 %). Taking into account these values, 9 of 10 patients required
continuation of therapy.

Conclusion. Computed tomography densitometry allows to evaluate changes caused by denosumab therapy in patients
with malignant GCT of bone. According to radiological data, progression of this disease has unique features. Taking into
account histological types of malignant GCT, longer periods of observation and denosumab administration or changes
in treatment tactics at the preoperative stage can be considered, as well as potential use of this drug in other primary
bone tumors.

Keywords: malignant giant cell tumor of bone, computed tomography densitometry, malignant transformation, tumor density

For citation: Tabakaev S.A., Frolova I.G., Anisenya I.1. et al. Malignant giant cell tumor of bone: possibilities of diagnosis
and monitoring of the process when using the denosumab. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone
and Soft Tissue Sarcomas, Tumors of the Skin 2025;17(3):38-44. (In Russ.).
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BeepeHue

litranToknerounas oryxons (I'KO) cocrasister no 5—6 %
Bcex HoBoobOpa3zoBaHmii KocTteii [1—3]. [Tuk 3aboneBaeMo-
ctu ripuxoautced Ha Bo3pacT 20—40 net. JlaHHas omyxonb
cKeJeTa KiacCu@UIIMpyeTcsl Kak HOBOOOpa3oBaHHUE ¢ He-
OIIpeIeICHHBIM ITOTEHIINAIOM 37I0Ka4eCTBeHHOCTH. KimmHn-
YeCcKOe TeUCHHME MOXKET BAPhHPOBATh OT IOOPOKAYECTBEHHOTO
IO JIOKAJIBHO arpecCUBHOTO C BO3MOXKHOCTHIO MATMTHA3ALINN.
B otnenbHbIX ciydasx HabaogaeTcsl MeTacTaTM4eCcKoe Io-
pakeHue, IPeMMYILECTBEHHO JIeTKUX [4].

3nokavectBeHHas TpaHchopmatus ('’KO) koctu mpo-
ucxonut B 8—10 % cityyaeB U mpeAcTaBIsieT cO00i capKo-
MaTo3HOE nepepoxkaeHue omyxoiu [5]. [lepBuyHas u peuu-
nuBupyoommas 'KO Koctn 00BIYHO SIBIISTFOTCST JOOpOKa-
YeCTBEHHBIMI HOBOOOPA30BaHUSMU, OTHAKO MHOIIA OHU
MOTYT ITOABEPIaThCs 3I0KAYECTBEHHOMY ITEPEPOKICHUIO.
IMepBuunag 3nmokayectBeHHass KO KocTn BO3HUKaeT

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

B MaccuBe JoopokadectBeHHOM 'K O, BBISIBIIGHHOM PY TTep-
BuuHoOI guardHoctuke. 'KO, moaseprimasicss capkomMaTos-
HOI1 TpaHC(hOPMAIIUK, MOXET ObITh IIPEICTABICHA OCTEO-
capKoMoii, (pubpocapkomoii mim HenuddepeHLIMPOBAHHOM
uieoMop¢HO capKoMoii (3710KaueCTBeHHOM (pruOPo3HOit
ructuounToMoii) [5]. Bropuunas 3mokadyecrBeHHast ['KO
KOCTH BO3HMKaeT B 00acTi paHee nedeHHoi ['KO, mpuyem
B OOJIBIIMHCTBE C/IydaeB MOCJIe MPeAIIECTBYIONICH TyueBoit
teparuy. Yacrora pa3Butus 3nokadectBeHHo# ['KO koctu
HEM3BECTHA, YTO, BEPOSITHO, CBSI3AHO C HETOUYHOM TUArHO-
CTUKOI 1 HEMOCJIe0BaTe/IbHOM HOMEHKIIaTypoit. 1o maHHbIM
WCCIIeAOBaHUii, TiepBUYHas 31okadectBeHHas ['KO koctu
Bo3HMKaeT B 1,6 % ciydaeB, BropuuHas — B 2,4 % [6—8]. JaH-
Hasl TIaTOJIOTHS XapaKTepu3yeTcsl HeOIaropusTHBIM TIPO-
THO30M, KOTOPKIi1 Xyke Ipu BropruHoii ['KO.

IIpu pentrenonormyeckom uccienoBannu I'KO ompe-
IensieTcsl Kak 9KCIEHTPUYHO PACIIONIOXEHHBIN JTUTHIE-
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CKMIA 04ar B KOCTH, KOTOPBIM MMEET XapaKTEPHbBIN STYEUCTO-
TpaOeKyJISIPHBIM BUI M COIPOBOXIAETCS MCTOHYCHUEM
WIHA pa3pylIeHneM KOPTUKAJIbHOTO ciios. [paHuma ¢ me-
Tah30M YeTKasl, CyCTABHOM XPsIII] HE BOBJICYCH B OITYXO-
JIeBBIH Tporiecc [9]. B nureparype omicaHbl M3MEHEHUS
I10 Pe3yJIbTaTaM JIydYeBbIX METOIOB MCCIICIOBAHMS, KOTOPBIC
BO3HUKAIOT NIpy BropuuHoii Maymrau3anuu 'KO nocne
MIPEIIIeCTBYIONIETO JICUSHUsI, — YBEJIWYECHUE pPa3MepoOB
JINTUYECKUX 09aroB B YIaCTKE ITOPAKEHUSI 1 BHEKOCTHOTO
MSITKOTKAHHOTO KOMITOHeHTa. OIHAKO HET CBEICHUI O Xa-
paKTepe U3MEHEHUN KOCTU IPU IIEPBUYHOM 3JI0KAYECTBEH-
Hoit I'KO u He npencraBiaeHbl AuddepeHInaTbHO-I1a-
THOCTUYECKIME MMPU3HAKU 3TOTO Ipoliecca. Berpeuatorest
€IMHUYHbIE UCCAEI0BAHUS O KOJUYECTBEHHOM OlLIEHKE
mwiotHocTr ['KO 110 TaHHBIM KOMITBIOTEPHOI TOMOTpaduu
(KT). ITnotHOCTH 04Yara mopakeHusI Py TOM ITaTOJIOTUH
cocrabisgeT 20—70 equann Xayachwina (HU) [10]. On-
HaKO HET peKOMEHOAIMI OTHOCUTEIHFHO TMaria30Ha TUIOT-
HocTu nopaxxeHHoro I'KO yuactka pis1 nudpdepeHmans-
HO# TMAarHOCTUKHU 3JI0KAYECTBEHHOTO M KJIACCHYECKOTO
BapMAaHTOB 3TOM OITyXOJIM.

B Hacrogmee BpeMs a5t nedenust ' KO npumMensieTcs
COBPEMEHHbI TeHHO-UHKEHEPHBbII Iperapar AeHocymao.
Ero nmeiictBue ocHOBaHO Ha OJIOKMPOBAHUU B3aUMOIEi -
ctBus Mexny RANKL 1 RANK. RANK — peuenTop, Ko-
TOPBIH IPEMIIECTBEHHUKI OCTEOKIACTOB BBIIE/ISIOT Ha IT0-
BEPXHOCTH KJIETOYHOI MeMOpaHbI 11t 3axBata RANKL.
RANKL — uutokuH, npeacTaBisoniuii coooit MeMOpaH-
HBIN IIPOTEWH, CTUMYJINPYIOIINI aKTUBHOCTD OCTEOKJIAC-
TOB — KJIETOK, OTBETCTBEHHBIX 3a pa3pylIeHNe KOCTHOM
TKaHu. JleHocyma0, cBa3biBasich ¢ RANKL, mpensarcTBy-
et ero B3anmozaeiicteuio ¢ RANK Ha moBepxHOCTH ocTeo-
KJIaCTOB, TEM CaMbIM IMOJABJISISI UX aKTUBHOCTD. B pe3yJib-
TaTe CHIXXKACTCS pPe30pOLms KOCTU, YBEIMINBAIOTCS e
Macca ¥ IIPOYHOCTh, M 3aMEISICTCS] IIPOTPeCCUPOBaHIE
omyxoau [11—13]. JleHocymMa0 BBI3BIBAET perapaTUBHBIE
W3MEHEHMS B 04are MopakKeHUsl U ITMPOKO MCIIOIb3YeTC s
y mauneHToB ¢ 'KO koctn. OmHaKo HET JaHHBIX O pa3-
JIMYUHA B TIPUMEHEHUH 3TOTO IIperapaTa y O0JIbHBIX CO 3JI0-
KauyeCcTBEHHBIM U KilaccnueckruM BapuaHtamu 'KO.
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B cBs131 ¢ BbILIEU3TOXEHHBIM MPEACTABSIETCS MHTE-
PECHBIM M3YYEHUE KapTUHbI NEPBUYHOM 3710KAYECTBEHHOM
I'KO xocTu 1 fTMHAMUKM U3MEHEHUI B oYare nopakeHUsI
MpU JIeUeHUN ITeHOCyMaboM C yuyeToM pesyibratoB KT
C I€HCUTOMETPHUEI.

Iean uccienoBanus — MpoOaHATU3UPOBATb TMHAMUKY
W3MEHEHMUS TIJIOTHOCTU OITyXOJIM Y MAlMEHTOB CO 3JI0Ka-
yectBeHHBIM BapuaHToM I'KO ¢ momompio KT ¢ geHcu-
TOMETPUEMN.

Marepuansbi u metopbl

B uccienoBanue BkiodeHs! 10 maimeHToB (CpeqHuiA
Bo3pacT — 45,8 * 4,2 rona, muama3oH — 28—58 j1et) co 3710-
KauecTBeHHBIM BapraHTOM ['KO KOCTH, y KOTOPBIX THa-
THO3 OBLI TTOATBEPXACH MOPMOJTOTMYECKH 10 Havaia Jie-
YeHUsl C TOMOIIbI0 TpenaHobuoncuu. Becem 00JbHBIM
IIPOBOIMIM KOMOMHHUPOBAHHYIO TePAITHIO, BKITIOYAIOIILYIO
IMPpUMEHEeHHE TapTeTHOTO MpelrapaTta IeHOoCyMa ¢ Iocie-
IYIOIINM XAPYPTAYSCKIM BMEIIIaTETbCTBOM B BUIIE PE3EK-
LIMU Pa3INYHOrO 00BbEMA U OIPENETICHUEM CTEEHH! MTaTo-
mopdo3a no cucreme A.G. Huvos [14]. UccnenoBanue
IMOPaKEHHOT'O OTHela CKeJleTa IMPOBOIMIN C IIOMOIIBIO
KOMITbIoTepHOro Tomorpacda Somatom Emotion 6 (Siemens)
IO JISYCHUS M Ha dTallaX TepaIriiy J1eHOCYyMaOooM.

M3MeHeHUsI B KOCTH OLIEHUBAIM BU3YaIbHO C OIIPEIe-
JICHUEM JIOKAIM3aI11, CTPYKTYPHI U HAJTUIMSI/OTCYTCTBUS
BHEKOCTHOTO KOMITOHEHTA. JIeHCUTOMETpUIeCKUIA aHAIN3
MPOBOAWIM MO pa3paboTaHHOM Hamu MeToauKke [15] ¢ ope-
JIeJICHUEM CPETHETO 3HaYCHYSI ITIOTHOCTH OITyXOJIH, TIPEI-
craBiaeHHoro B HU, Ha ypoBHe cpeqHMX OTIEI0B B aKCU-
AJTbHOM MPOEKIIMU U MHIEKCA OTHOCUTEIbHOU TJIOTHOCTU
onyxonu (K) (OTHOIIIEHME IJIOTHOCTH OITyXOJIU K IUIOTHOCTH
HEM3MEHEHHO KOHEYHOCTH Ha aHAJIOTUIYHOM YpPOBHE).
Bce nzMepeHus BBITIONHSIIY 10 JICYSHUS U TTocie 6 BBe-
IeHui neHocymaba (taour. 1).

CraTUCTHYECKYI0 00pabOTKY MaHHBIX IPOBOIVIN
C TIOMOIIIBI0O KOMITBIOTEPHOI MporpaMMbl Statistica 10.0.
ITockompKy cormacust ¢ HOpMaJIbHBIM 3aKOHOM pacIIpelie-
JIEHUS B BBIOOPKaX He ObLIO JOCTUTHYTO, UCTIOJIB30BAIUCH
HemapaMeTpUIeCKre KpUTepuH (KpUTEPUil 3HAKOB, KPH-

Ta6nu|.|a 1. Xapaxmepucmuxa nayueHmos co 3710Kka4ecmseHHbIM 8apuUaHmMom 2U2aHMOKAemo4Hol onyxoJjiu Kocmu

Table 1. Characteristics of the patients with malignant type of giant cell tumor of bone

IInoTHoCcTH OMyxomm, HU

IMamuenT IToa Bospacr
oM
| M 56 51,2
2 X 58 35,6
3 M 29 51,5

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

HMHaekc 0THOCHTEIbHOM IJIOTHOCTH

ONYXOJIH
6M kOM k6M
86,4 0,46 0,69

163,2 0,31 1,16
66,5 0,4 0,47
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ILnorHocTh Oomyxomn, HU

ITanuenT ITon Bospact

oM
4 x 33 21,9
5 M 54 53,4
6 x 32 293
7 M 57 41,8
8 M 57 34,8
9 x 28 54,1
10 M 54 50,8

Ilpumenanue. M — myxccroii; 2K — ocenckuil.
Note. M — male; F — female.

Tepuil YMIKOKCOHA JUIS aHaJIN3a 3aBUCHUMBIX IIEPEMEH-
HbIX). Pasimuust cuuTanuch CTaTUCTUYECKU 3HAYUMMbBIMK
npu p <0,05.

Pe3synbrathbl

B uccnenoBaHue BOLLIA 5 MYXUYUH M 5 KEHILIUH.
V¥ 4 marmmenToB 'KO nokanmzoBanachk B AMCTAIbHOM MeTa-
snudpuse 6eapeHHOI KOCTH, Y 2 — B IIPOKCUMAJIEHOM Me-
TasnMdu3e 00Jb1Ie0epLIOBOI KOCTH, Y 4 — B IUCTAJTLHOM
MeTasnudu3e Ty4eBOi KOCTH.

CAPKOMBI KOCTEM |

OxonyaHue mab. 1
End of table 1

WHaekc 0THOCHTEJIbHOM IJIOTHOCTH
OIYXOJIH

6M kOM k6M
90,6 0,19 0,59
84,2 0,48 0,67
89,1 0,21 0,63
127,6 0,08 0,95
165,6 0,25 0,61
65,2 0,34 1,13
88,5 0,49 0,72

[Ipu Bu3yasbHOI OIICHKE YYacTKa MOPaXXKECHUs y Ma-
LIMEHTOB ONPEIEIISIICS TUTUICCKUNA YIACTOK NeCTPYKIINHU
C HEYCTKMMHU KOHTYPaMH, CO B3IyTHEM ITOPAaKEHHOTO OT-
JieJTa KOCTH 1 (popMHUpOBaHMEM BHEKOCTHOTO KOMITOHEHTA.
Ha HekoTopbIX yyacTKax He ObUIO YeTKOI IT'paHULIbI C OKPY-
JKAIOLIMMU MTKUMU TKaHsamu (puc. 1). [ocie 6 BBeaeHui
JieHocyMaba MOSIBUICS YeTKUI 000I0K CKJIepO3a 110 TIepU-
depum OIyXoaM ¢ OrpaHUYCHHEM yJacTKa ITOpaKeHUS
OT OKPYKAIOIINX MSATKUX TKaHei. [Ipu 3ToM B cTpyKType
OITYyXOJIM OTMEUYEHO IIOSIBJICHME TOHKHX IEePEeTOpPOIOK

Puc. 1. KomnsiomepHas momoepagus nayuesma C., 33 1em, 0o Hayana neyeHus 0eHoCyMabom: a — KCUAbHAS NPpoeKyus; 6 — ppoHmanbHas npo-
eKkyus. B ducmansHom anumemachuze ny4esoli kocmu onpedensemcs y4acmok OeCMpyKyuU JUMUYeCKo20 Xapakmepa ¢ HeyemKuMu KOHmypamu,
Da3pywieHueM KopmuKaabHO20 C0S KOCMU U (hopMUpPOBAHUEM BHEKOCMHO20 KOMNOHeHma. [lopaxeHHbIld omoen Kocmu 3HayumessHo 830ym

Fig. 1. Computed tomography of patient S., 33 years, prior to denosumab treatment: a — axial projection; 6 — frontal projection. In the distal
metaepiphysis of the radius, an area of lytic destruction with indistinct margins, destruction of the cortical layer of the bone, and formation
of extraosseous component is visualized. The affected part of the bone is significantly expanded

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK
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Puc. 2. KomnsromepHas momoepagus nayuerma C., 33 nem, nocie 6 8gedeHuli deHocymaba: a — aKCUAbHAS NPOeKYUS,; 6 — poHmManbHas
npoekyus. B duHamuke ommeyaemcs nosisaeHue NOJHOCMbIO 3aMKHYmM020 0600Ka 0CMeOCKepo3a no nepugepuu y4acmka 0ecmpyKyuu ¢ 0epa-
HUYeHUeM BHeKOCMHO20 KOMNOHeHMA ONyX0U, Y4acCmMKO8 0CCUGUKAYUU 8 CMPYKMYPe 30HbI NOPAXKEHUA

Fig. 2. Computed tomography of patient S., 33 years, after 6 administrations of denosumab: a - axial projection; 6 — frontal projection.
Appearance of fully closed rim of osteosclerosis in the periphery of the destruction area limiting extraosseous component of the tumor, areas

of ossification in the affected zone are visualized

3a CYeT OCCU(DUKALINH, PACITOIOKEHHBIX IIPEUMYIIICCTBEH-
Ho 110 TIepucdepun (puc. 2).

[pu aHaM3e TEHCUTOMETPUICSCKIX TTOKa3aTes e cpe-
HsISI IUIOTHOCTD OITyXOJiM cocTaBuiaa 46,3 (menuaHa (Me)
35; mexxkBapTiiibHBI pasMax (IQR) 51,4) HU, munrMans-
Has 11otHocTh — 21,9 HU, makcumansnas — 54,1 HU.
JlaHHBIe TTOKa3aTeNIM CBUACTEIBCTBYIOT O TOM, UTO ILIOT-
HOCTh 3JIoKadyecTBeHHOro BapuaHta I'KO 3HaunTeIbHO
HIDXE BEPXHEro Iipeaesia IUNIOTHOCTU, 0003HAaYEHHOTO
B utepartype, Kotopsiii coctaBisger 70 HU [10]. ITocne
6 BBeleHUI meHocyMaba CpeaHssl IUIOTHOCTb OIyXOJIU
yBennuunach 1o 88,8 (Me 84,8; IQR 118,4) HU, munu-
MaJIbHasI INTOTHOCTE coctaBmiia 65,2 HU, makcumanbHast —
165,6 HU (puc. 3).

180
160
140
120

100

N DA O
o o o o

MnotHocTb onyxonw, HU / Tumor density, HU

o

oM 6M

o MepawaHa / Median
0 25-75 %
T MuHumym — makeumym / Min — max

Puc. 3. JuHamuKa usmeHeHUs CpeOHe20 3Ha4eHUs NA0MHOCMU ONnyxou
Y NayueHmos co 3/10KA4eCMBEHHbIM BaPUAGHMOM 2U2aHMOKIEMOYHOU
onyxonu 0o neyerus (OM) u nocne 6 sgederuli npenapama (6M)

Fig. 3. Dynamics of mean tumor density in patients with malignant giant
cell tumor of bone prior to treatment (OM) and after 6 administrations
of the drug (6M)

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoaun KoXu

[pu aHamM3e Bcex ci1ydaeB y 2 MALMEHTOB 3HAYEHUE CPe/l-
Heil IVIOTHOCTH OITyXOJIM OCTABAJIOCH HIKE BEPXHETO OIMCAH-
Horo npezaena (65,2 u 66,5 HU). M3ameHeHus cpeqHero 3Ha-
YeHMs] IJIOTHOCTY ObUIY CTATUCTUYECKU 3HAYMMbIMHU.

3HayeHue MHAEKCA OTHOCUTEIbHOM INIOTHOCTH OITyXOJIU
1o eyenus 6n10 0,33 (Me 0,22; IQR 0,45), MuHMMaIbHOE
3HayeHne coctaBuio 0,08, MakcumansHOe — 0,49. B mpenbi-
Iyluei Hallleit paboTe MbI IIPeACTaBUIU JAHHBIE O TOM,
YTO MHIEKC OTHOCUTE/IbHOM IUIOTHOCTH OITYXOJIU IO IIpUMe-
HeHusT feHocyMaba 661 <0,5. DT0 03HAYAET, YTO TIOTHOCTD
OIyxoJ11 0oJjiee 4eM B 2 pa3a HILKe IUIOTHOCTHU 300POBOI KO-
ctu. ITocne 6 BBeeHMit AJeHOCcyMaba JaHHbI 1T0Ka3aTeb ObLT
paseH 0,68 (Me 0,62; IQR 0,89), ero MUHUMAIBLHOE 3HAYEHUE
coctaBuio 0,47 (n = 1), MakcumasbHoe — 1,16 (puc. 4).

N

0,38

0,6

04

0,2

MHAEeKc oTHOCHTENBHOM MIOTHOCTYW onyxonu /
Relative tumor density index

kom keM
o MepgwaHa / Median
0 25-75 %
T MuHumMym — makeumym / Min — max

Puc. 4. [lunamura usmeHeHus uHOeKca omHocumenbHol nromHocmu ony-
XO/IU Y NAYUEHMOB CO 3/0KAYECMBEeHHbIM BapUAHMOM 2U2aHMOK/IeMOoYHOU
onyxonu do neverus (kOM) u nocne 6 sgedexuii npenapama (k6M)

Fig. 4. Dynamics of relative tumor density index in patients with
malignant type of giant cell tumor prior to treatment (kOM) and after
6 administrations of the drug (k6M)
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Hanee, mociie BBITIOJTHEHUS PE3EKIIUU OITyXOJIH, IIPO-
BelleHO MOP(OJIOrnYecKoe MCCIeIOBaHNE ITOTyIYCHHOTO
Matepuana. CterieHb maToMopdo3a OLleHUBAJIN 10 CUCTe-
Me A.G. Huvos, B KOTOpOIT y4UTHIBaeTCS IIPOLIEHT JieueO-
HBIX 3MeHeHuit. Tak, npu matomopdose 111 cremenu
HEKPO3 pacrnpocTpaHsaioTcs cosnee yeM Ha 90 % oObema
IIpY HAJMIUK KU3HECTIOCOOHBIX OMYXOJIEBBIX KIIETOK,
npu natomopdose IV crermeHn oTMevaeTcsl OTCYTCTBHE
XKN3HECTIOCOOHBIX OITYXOJIEBBIX KIETOK. OTHOCUTEIHLHO
I'KO B maHHOI1 cxeme OlLleHKM maToMop(03a YYUTHIBAIOT
JII00BIe MOP(OJIOrNIECKIE 3JIEMEHTBI, KOTOPBIE OTINYa-
IOTCSI OT OITyXOJIEBBIX KJICTOK (Y9aCTKU PEaKTUBHOIO KOC-
TeoOpa30BaHUsI, PHIXJIasi COEAUMHUTEIbHAS TKaHb, BOCTIA-
JINTENIbHBIE DJIEMEHTHI, HEKP03). Y Bcex 10 maumeHToB
BeIsIBIeH mnatoMmopdo3 IIl cremenm mno cucreme
A.G. Huvos.

06cyxaeHune

Panee MBI MyOJIMKOBaIU JaHHBIE O IOPOTOBBIX 3HAYE-
HUSIX CpeHEN IITOTHOCTU OITyXOJIM U MHAEKCA OTHOCUTEITb-
HOM TUIOTHOCTH OITYXOJIM TOCje 6 BBEIEHMI JeHOoCcyMaoa,
KOTOPBIE ITO3BOJIVIIM IIPUHSITH PEIICHNE O IIPOBEICHNH Pe-
3eKLMH WX IPOAOJDKEHNUHN TePAIly 3TUM IIperapaToM [16].
Onu cocraBuu 139,5 HU u 0,97 cooTBeTcTBeHHO. MBI
BBISIBIUIM, YTO TIPY JOCTMKCHUHU 3THX ITOKa3aTelJieil M Ha-
JIMYUM TIOJTHOCTBIO ¢(hOPMUPOBAHHOTO 000IKa CKIIepo3a
CYIIECTBYET HEOOJBIAs BEPOSITHOCTD IIPUCYTCTBUSI PE3H-
JIyaJIbHBIX OITyXOJIEBBIX KJIETOK (4yBCTBUTEJILHOCTD 81,8 %,
crietuduaHocTb 96,6 %, TouHOCTD 92,5 %).

PesynbraTel aHamM3a IoKas3aiy, 9To CpeqHee 3HaUCHIE
IJIOTHOCTH OITyXOJIN ITOCJIe 6 BBEIEHMIA AJeHOCyMaba y rmary-
€HTOB €O 3710KauecTBeHHbIM BapriaHToM I'KO kocTu B Hatei
BBIOOpKE ObLIO HUXKE ITOPOroBOro 3HaueHusl. Y 1 60JIbHOTO
ono coctaswio 163,2 HU, y 1 — 165,6 HU. 3nayenust na-
JIeKCa OTHOCHUTEJbHOM IUIOTHOCTH OIYXOJIM TaKKe ObLIN
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BblILIe ITIOporoBoro 3HadyeHus (1,13 u 1,16 COOTBETCTBEHHO).
OmHako TONBKO Y 1 TalyeHTa 3T 2 TToKa3aTeIsl OMHOBpe-
MEHHO OKAa3aJIUCh BhIIIE IMOPOroBbiX 3HaueHui (163,2 HU
u 1,16). C yyeToM moJIy4eHHBIX JaHHBIX 9 13 10 GOJbHBIX
PEKOMEHIOBAHO IIPOIOJIKUTD TEPAIMIO JIEHOCYMaOOM C I0-
CJIEeYIOLIMM KOHTPOJIEM Yepe3 3 BBEICHUSI.

3aknueHue

3nokadectBeHHas ' KO koctu BctpewaeTcst penko. Ee
BBISIBJIEHUE 3aTPYIHEHO M3-3a OTCYTCTBUSI YETKUX IUa-
THOCTUYECKHUX KpUTEepUEB. Pe3yIbTaThl HAIIIETO UCCIEH0-
BaHuA nokasain, 4ro KT ¢ neHcuTomMeTprei mo3BosieT
OLICHUTDH N3MEHECHUSI, 00OHAPYXKMBacMbIe Ha 3TaIlax Tepa-
IMMHA ISHOCYyMaOOM y MAllMeHTOB CO 3JI0KAYeCTBEHHBIM
BapuanToM I'KO koctu. IToka3arenu cpegHero 3HadeHUs
IJIOTHOCTH OITYXOJIM I MHIEKCA OTHOCUTEILHOM IUIOTHOCTH
OITyXOJIM Y TAaKUX OOJIbHBIX 3HAUUTEIBLHO HILKE, 9YeM Y I1a-
LIMEHTOB ¢ KilaccuyeckuM BapuaHTtoM I'KO, a nuHaMmka
W3MEHEHHMI IIpU Tepaluy JeHOCYMaOOM 3HAYUTEIBHO
MEHBIIIEe BEIpaskeHa. DTO TOBOPUT O TOM, UYTO TCUCHHME 3J10-
kadyectBeHHOro BapranTa ['KO koct UMeeT 0COOEHHOCTH.
B cBsi3m ¢ BBIIIIECKa3aHHBIM, a TAKXKE C YYETOM THCTOJIOTH-
YeCKMX BapUaHTOB 310KavyecTBeHHO# ['KO mnny BapraHTOB,
B KOTOpBIE OHA CITIOCOOHA TpaHC(hOPMHUPOBATHCS, IS ITa-
LIMEHTOB co 310KadecTBeHHOI 'KO KocTn MoXHO mpen-
JIOXUTH 00J1ee ITUTeIbHBIC IIepUOIBl HAOTIONCHUS 1 TIPH-
MEHEHMS NIeHOocyMaba WIM CMEHY TaKTUKHU JIeYeHUS
Ha JI0OIIePaIlliOHHOM 3Talle.

ComracHo IToJTydeHHBIM JaHHBIM MOKHO PacCMaTpHBaTh
MMpYMEHEeHUE IeHOCYMa0a TP IIEPBUIHBIX OITYXOJISIX KOC-
Teit, TeM 00JIee YTO B HEKOTOPBIX UCCIICIOBAHMSX OITICHIBA-
I0TCS BO3MOXHbBIE MULLIEHU BO3AEHCTBUS 3TOTO IIpernapara
y MalMeHTOB ¢ JaHHOI maTtojorueit [12]. B maapHeiimem
11es1ecoo0pa3Ho MPOAOJIKUTL Habop MaTepuaa st 0ojee
TOYHOM OLleHKU 3(P(PEKTUBHOCTU TeHOCYyMaba.

R EFERENTCTES

7. Domovitov S.V., Healey J.H. Primary malignant giant-cell tumor

of bone has high survival rate. Ann Surg Oncol 2010;17(3):694—701.
DOI: 10.1245/510434-009-0803-z

8. Palmerini E., Picci P, Reichardt P, Downey G. Malignancy in giant

cell tumor of bone: a review of the literature. Technol Cancer Res Treat
2019;18:1533033819840000. DOI: 10.1177/1533033819840000

9. Kransdorf M.J., Murphey M.D. Giant cell tumor. In: Imaging of bone

tumors and tumor-like lesions, techniques and applications. Springer,
2009. Pp. 321-365.

10. Amanatullah D.E, Clark T.R., Lopez M.J. et al. Giant cell tumor
of bone. Orthopedics 2014;3(37):112—20.
DOI: 10.3928/01477447-20140124-08

11. Apieikuna I1.C., Tetposa E.B., AbinsikuHa U.C. JInHaMuKa KIMHKA-
KO-PEHTTeHOIOTUIECKHX TToKa3aTeNieil Ha (poHe Teparuu IeHocyMa-
60M y GOJIbHBIX PEBMATOUIHBIM APTPUTOM, TIOTYYAIOLINX IITIOKOKOP-
TUKOWBL: TIpeBAPUTETbHBIE Pe3y/bTaThl. HayuHo-pakTHyecKast
pesmarosnorust 2015;53(4):397—402.
DOI: 10.14412/1995-4484-2015-397-402

2025 | Tom17 | Ne3

43



44

Dydykina P.S., Petrova E.V., Dydykina I.S. Dynamics of clinical

and radiological parameters on the background of denosumab therapy
in patients with rheumatoid arthritis receiving glucocorticoids:
preliminary results. Nauchno-prakticheskaya revmatologiya =
Scientific and Practical Rheumatology 2015;53(4):397—402.

DOI: 10.14412/1995-4484-2015-397-402

12. Tepureiin E.C., Tumodees F0.C., 3yeB A.A., Kyuuinckuit H.E. JIu-

ra”a-peuentopHas cucteMa RANK/RANKL/OPG u ee posib nipu
TMepPBUYHBIX HOBOOOPA30BAHMSIX KOCTEI (aHAIN3 IUTEPATYPhbl U COO-
CTBEHHBbIE PE3YJIbTaThl). YCIeXy MOJIEKYJISIPHOM OHKOJIOTUU
2015;3(2):51-9. DOI: 10.17650/2313-805X-2015-2-3-51-59
Gershtein E.S., Timofeev Yu.S., Zuev A.A., Kushlinsky N.E.

The ligand-receptor system RANK/RANKL/OPG and its role

in primary bone neoplasms (literature analysis and own results).
Uspekhi molekulyarnoy onkologii = Advances in Molecular Oncology
2015;3(2):51-9. DOI: 10.17650/2313-805X-2015-2-3-51-59

13. Basu Mallick A., Chawla S.P. Giant cell tumor of bone: an update. Curr

Oncol Rep 2021;23(5):51. DOI: 10.1007/s11912-021-01047-5

14. Huvos A.G., Rosen G., Marcove R.C. Primary osteogenic sarcoma:
pathologic aspects in 20 patients after treatment with chemotherapy
en bloc resection, and prosthetic bone replacement. Arch Pathol Lab

CAPKOMBI KOCTEWM |

15. TabakaeB C.A., Ppososa U.I., Anucenst U.W. u ap. AHamu3 miot-

HOCTHBIX XapaKTePUCTUK TMTaHTOKJIETOYHO# OITyXOJI1 KOCTH ITPH Jie-
YEHMM IEHOCYMaOOM IO JaHHBIM KOMITBIOTEPHOI TOMOrpaduu.
OHKOJIOTMYECKUIA XKYpHAIT: JTy4eBasi [UarHOCTHKa, JIydeBast Teparusi
2021;4(1):31—41. DOI: 10.37174/2587-7593-2021-4-1-31-41

Tabakaev S.A., Frolova I.G., Anisenya I.1. et al. Analysis of density
characteristics of giant cell bone tumor in denosumab treatment
according to computed tomography. Onkologicheskij zhurnal: luchevaya
diagnostika, luchevaya terapiya. Oncological Journal: Radiation
Diagnostics, Radiation Therapy 2021;4(1):31—41. (In Russ.).

DOI: 10.37174/2587-7593-2021-4-1-31-41

16. Tabakae C.A., Ppososa U.T., Anucenst U.W. u ap. CpaBHUTEIbHBIA

aHaIN3 KOJIMYECTBEHHBIX JAHHBIX KOMITBIOTEPHOI1 TOMOrpacdum

1 MOP(OTOrNYECKOTO UCCIIEIOBAHMSI Y TALIMEHTOB C TMTAaHTOKJIETOY-
HOM OMyXOJIbIO KOCTH IMPH JICUEHUU IeHOCyMaboM. CUOMPCKUIA OHKO-
Jiorryeckuii xxypHan 2021;20(2):22—8.

DOI: 10.21294/1814-4861-2021-20-2-22-28

Tabakaev S.A., Frolova I.G., Anisenya I.I. et al. Comparative analysis
of quantitative computed tomography and morphological examination
data in patients with giant cell bone tumor treated with denosumab.
Sibirskiy onkologicheskiy zhurnal = Siberian Oncological Journal 2021;

Med 1977;101(1):14-8. 20(2):22—8. (In Russ.). DOI: 10.21294/1814-4861-2021-20-2-22-28

Bkuian aBropos

C.A. Tabakaes, U.TI. ®ponosa: pa3paboTka 1u3aiiHa UccaeaoBaHusI, COOp JTaHHBIX, AaHATH3 IMOTYYeHHbBIX IaHHBIX, HAITMCAHUE TEKCTa CTaThU;
W.N. Auucens, A.B. boroytnuHosa, I1.K. CuthHukos, X.M. XakuMoB: c60p TaHHBIX;

H.B. BacuibeB: nHTepIipeTaiysi JaHHBIX THCTOJIOTMYECKOTO UCCIeI0BaHUS;

E.E. BoGeps, I1.B. CypkoBa, A.B. YcoBa: 0630p my0JIMKalLIMii TTO TEME CTaThH;

A.Jl. MUTpuYeHKO: cTaTUCTIYeCcKasi 00pabOTKAa MOTyYeHHBIX JTAHHBIX.

Authors’ contributions

S.A. Tabakaeyv, I.G. Frolova: development of the research design, data collection, analysis of the data obtained, article writing;
I.I. Anisenya, A.V. Bogoutdinova, P.K. Sitnikov, Kh.I. Khakimov: data collection;

N.V. Vasiliev: interpretation of histological examination data;

E.E. Bober, P.V. Surkova, A.V. Usova: review of publications on the topic of the article;

A.D. Mitrichenko: statistical processing of the received data.

ORCID aBtopos / ORCID of authors

C.A. TabakaeB / S.A. Tabakaev: https://orcid.org/0000-0002-1427-0162

W.T. ®ponosa / 1.G. Frolova: https://orcid.org/0000-0001-5227-006X

WU.N. Auucens / 1.1. Anisenya: https://orcid.org/0000-0003-3882-4665

A.B. boroytonnosa / A.V. Bogoutdinova: https://orcid.org/0000-0001-6309-2000
H.B. Bacuibes / N.V. Vasiliev: https://orcid.org/0000-0002-4066-2688

I1.K. Cutuukos / P.K. Sitnikov: https://orcid.org/0000-0003-0674-2067

E.E. boGeps / E.E. Bober: https://orcid.org/0000-0002-6235-5611

I1.B. Cypkosa / P.V. Surkova: https://orcid.org/0000-0001-6845-6037

A.B. YcoBa / A.V. Usova: https://orcid.org/0000-0003-1679-010X

A 1. Mutpuuenko / A.D. Mitrichenko: https://orcid.org/0009-0000-1158-9736
X.HU. Xakumos / Kh.I. Khakimov: https://orcid.org/0000-0002-8676-2932

KoH(MKT HHTEpECOB. ABTODHI 3asIBISTIOT 00 OTCYTCTBUU KOH(IMKTA MHTEPECOB IT0 MPEACTABICHHOM CTAaThe.
Conflicts of interest. Authors declare no conflict of interest.

DunancupoBanue. VccnenoaHnue mposeneHO 6€3 CIOHCOPCKOM MOANEPXKKH.
Funding. The study was performed without external funding.

Co0Jr01eH1e NPaB NAIMEHTOB M MPABUI OMOITHKH

[Iporokon uccienoBaHusi 0M0OPeH KOMUTETOM MO OMOMEAMIIMHCKON 3TrKe HayuyHo-uccnenoBaTenbCKOro MHCTUTYTa OHKOJIOTUM — (uinana
®DI'BHY «ToMckuii HALIMOHABHBII UCCEIOBATEILCKUI MEAMIIMHCKUI LIeHTp Poccuiickolt akageMuu HayK».

Bce nanmenTs noamnucam MHGOPMUPOBAHHOE COTJIACHE HA YIaCTHE B MCCIIENOBAHUY U ITyOJIMKALIMIO CBOUX TAHHBIX.

Compliance with patient rights and principles of bioethics

The study protocol was approved by the biomedical ethics committee of Cancer Research Institute, Tomsk National Research Medical Center
of the Russian Academy of Sciences.

All patients signed an informed consent to participate in the study and publish their data.

Crarpsg noctynmia: 12.06.2025. Ipunsra K myommkamun: 10.07.2025. Onyoimkosana ownaiin: 13.10.2025.
Article submitted: 12.06.2025. Accepted for publication: 10.07.2025. Published online: 13.10.2025.

CapKombl KOCTell, MArKNX TKaHel u onyxonn koxu Journal Bone and soft tissue sarcomas, tumors of the skin 2025 | Tom17 Volume 17 | Ne3 Issue3


https://orcid.org/0000-0002-4066-2688

CAPKOMBI KOCTEM |

DOI: https://doi.org/10.17650/2219-4614-2025-17-3-45-56 (D)BY 40 |

TeneaHrM3KTaTuYeCKasn 0CTe0CapKoma y aeteu
U NOAPOCTKOB: OMNbIT HAYYHO-KJIMHNYECKOM rpynnbl
no UccnesoBaHUIO CApKOM OMOPHO-ABUraTeIbHOro
annapara HMUL ATOU um. Amutpus Porayesa
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KoHTakTbl: EneHalBaHosHa KoHonnesa konoplevadoc@gmail.com

BBepeHue. TeneaHrnaKkTaTMyeckas 0CTeOCapKoMa NpefcTaBasfieT coboi OAWUH U3 PELKUX FUCTONOrMYECKUX MOATUNOB
0CTE0CapKOM, Ha 010 KOTOPOro NpuxoauTca oT 2 Ao 12 % Bcex ee cnyyaes. [InarHOCTUKa TeNeaHrMIKTaTUYECKOMN 0CTeO-
CapKOMbI 334aCTyI0 BbI3bIBAET 3aTPYAHEHUA BBUAY CXOXKECTU MOP(ONOTMYECKON 1 PafMONOrNYeCcKON KapTUH C aHeBpU3-
MasbHOW KOCTHOM KUCTOW U TMraHTOKNETOUYHOW ONyX0blo.

Llenb nccnepoBaHua — oUeHNUTL pe3ynbTathl ledeHns aeteit u nogpoctkos ¢ TOC.

Marepuansl n metopbl. B nccnefgosaHne BKAKOYEHbBI NEPBUYHbIE NALMEHTBI C YCTAHOBNEHHbIM MArHO30M «TeneaHrnak-
TaTMyecKas oCcTeocapkomay B Bo3pacTe 4o 18 net, npocnekTUBHO 3aperncTpupoBaHHblie B HauMOHaNbHOM MeJULUHCKOM
McCnefoBaTeNibCKOM LieHTpe AEeTCKOW remaTonoruu, OHKONorunm u ummyHonoruu um. imutpua Porayesa B nepuop
€ 01.01.2012 no 31.12.2023. Bce nauueHTs nonyyanu cneunduyeckyio Tepanuto no cxeme MAP (Ha ocHOBe npoTokona
EURAMOS-1). Pe3ynbTathl IeYeHNs OLLEHWUBANUCh NO NOKa3aTensm 6eccobbITUIiHOI 1 0Ll BbIXKUBAEMOCTH, pacCuUTaH-
HbIM no meToay KannaHa—Maiiepa.

Pesynbrarbl. Y 40 (10,8 %) 13 368 NepBMYHbIX NALUEHTOB C OCTEOCAPKOMOI AUArHOCTUPOBAH ee TeNeaHrn3KTaTUYECKMit
BapuaHT. Ha MOMEHT MHWULMANbHOI AUArHOCTUKM 48,7 % GONbHBIX UMENW METACTAaTUYECKOE NOPAXKEHWE NIETKUX, NaToN0-
TMYeCcKUin nepenom AnarHocTMpoBaH B 33,4 % cnayyaes. [1o pe3ynbTatam rucToNOMMYECKOrO MCCNE[0BAHUSA XOPOLUMNiA OTBET
Ha npegonepaunoHHyio noauxumuotepanuio (III u IV cTeneHn TepaneBTUYeCcKoro natomopdo3a) BbisBAeH y 76,3 % na-
uMeHTOB. MeguaHa HabntoaeHns coctauna 3,65 roga. Mokasatenu 5-neTHeil obuiei U 6eccoObITUIIHON BbIXKUBAEMOCTH
Bcex 60NbHbIX cocTaBunu 73,4 1 57,3 % COOTBETCTBEHHO.

3akntoueHue. PesynbTaThl leYeHUs NaLUEHTOB C TENIEaHTMIKTAaTUYECKO OCTEOCAPKOMOI Giarogaps KOMOMHUPOBAHHOMY
NeyeHunio, BKOYAIoLWEMy XMPYPruYecKyo pe3eKkumnio OnyXonu 1 noanXMMUOTEpPanuio B HEO- U aAblOBAHTHOM pexumax,
CONOCTaBUMbI C pe3ynbTaTaMu 1eveHus 60JbHbIX C KOHBEHLMOHANBLHON OCTEOCAPKOMOA.

KnioueBble cn0Ba: TeneaHrnakratuyeckas 0CTe0CapKoMa, CapKoma KOCTeW, netu

Ina untnposaHua: Kononnesa E.W., KapauyHckuit A.W., bonbwakos H.A. n gp. TeneaHrnakratuyeckas octeocapkoma
y fieTeil U NOAPOCTKOB: OMBIT HAYYHO-KAUHMYECKON rpynmnbl N0 MCCNER0BAHMI0 CAPKOM OMOPHO-ABUIaTeNbHOMO annapara
HMUL, OTOW um. Omutpus Porayesa. CapkoMmbl KOCTeMN, MATKUX TKAHEN 1 onyxonu Koxu 2025;17(3):45-56.
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Introduction. Telangiectatic osteosarcoma is a rare histological subtype of osteosarcoma, accounting for 2-12 % of all cases.
Although telangiectatic osteosarcoma is characterized by unique morphological and radiological features, its diagnosis
might be challenging due to its similarity to aneurysmal bone cysts and giant cell tumors.

Aim. To evaluate oncologic outcomes in a large homogeneous series of children and adolescents with telangiectatic
osteosarcoma.

Materials and methods. The study included treatment-naive patients under the age of 18 with a diagnosis of telangiectatic
osteosarcoma confirmed between January 1, 2012, and December 31, 2023, and prospectively registered at the Dmitry
Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology. All patients received
MAP-based chemotherapy (according to the EURAMOS-1 protocol). Treatment outcomes were assessed using event-free
survival and overall survival rates, calculated by the Kaplan—Meier method.

Results. Among 368 primary osteosarcoma patients, the telangiectatic subtype was diagnosed in 40 cases (10.8 %).
At initial diagnosis, 48.7 % of patients had pulmonary metastases, and pathological fractures were identified in 33.4 %
of cases. Histological examination showed good response to preoperative chemotherapy in 76.3 % of patients.
The median follow-up was 3.65 years. 5-year overall survival and event-free survival rates for all patients were 73.4 %
and 57.3 %, respectively.

Conclusion. Due to combination treatment including surgical tumor resection and neo- and adjuvant polychemotherapy,
treatment outcomes for patients with telangiectatic osteosarcoma are similar to outcomes in patients with
conventional osteosarcoma.

Keywords: telangiectatic osteosarcoma, bone sarcoma, children

For citation: Konopleva E.I., Karachunsky A.I., Bolshakov N.A. et al. Telangiectatic osteosarcoma in children and
adolescents: Experience of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology
and Immunology scientific and clinical group on studying sarcomas of the locomotor system. Sarkomy kostei,
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BeepeHue

Octeocapkoma (OC) mpencTaBisieT co0oii caMylo yac-
TYIO TICPBUYHYIO 3JI0KAYECTBEHHYIO OITyXOJIb KOCTEH cpeau
JIeTeli ¥ IOAPOCTKOB C IIMKOM 3a00JIeBacMOCTH BO 2-I IeKa-
ne xxu3Hu [1—3]. [1cTomornuecKy BoIISISAIOT KOHBEHIINO-
HaJbHYI0 (Kimaccndeckyio) OC, a IMEHHO OCTeo0IacTide-
cKuit, ¢pubpobnacTUUYECKUi® M XOHIPOOJIACTUUECKUIA
BapHUaHTHI, a TAKKE MEIKOKJICTOUHYIO U TeJICaHTUIKTATH -
YyecKylo, high-grade moBepXHOCTHYIO, TTAPOCTANIBHYIO, TIe-
puocTanbHyio 1 low-grade mieHTpanpHyo OC B 3aBUCHMO-
CTU OT IIPeBaJIUPYIOLIETO B OIyXOJI1 KOMIOHeHTa [1].

Teneanrnakratnueckass OC (TOC) aBnsieTcss omHUM
W3 peaKuX rucTojiorndeckux nmoarumnos OC, Ha TOJI0 KO-
Toporo npuxoautcs ot 2 1o 12 % Bcex ciayyaes [4—12]. TOC
OTJIMYAETCS HAJIMYMEeM KMCTO3HBIX ITOJIOCTEl, 4acTo 3a-
ITOJTHEHHBIX KPOBBIO, KOTOPBIE Pa3lelicHbI IIEPeTOPOIKaAMHI,
COmepXKaIIuMU OITyXOJIEBBIC KIICTKU. DT KJICTKU OKPYKEHBI
ITaTOJIOTUICCKIM OCTEOMIOM. B oT/IMume 0T KilacCUIecKux
dopm OC mipu TOC ocTeons MOXET OBITh TIPEACTABIICH B MU-
HUMAaJIbHOM KOJIMYECTBE, a B HEOOJIBILIMX OMONTaTax MOXET
BOOOIIIE HE OIPEIEISATHCS, YTO 3HAYUTEIBHO 3aTPYIHSIET
JIMArHOCTUYECKUiA mpouecc [1].

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

Pagnonornuecku TOC npeacraBiisieT cO00i MyIbTH -
KMCTO3HOE HOBOOOpa3oBaHME C HAJIMYMEM YPOBHEM XK1~
KOCTH, a TAK3Ke IMPU3HAKAMM JECTPYKIINY KOPTUKATIHLHOTO
CJI0S1 KOCTU ¥ HAJTMIMEM 3KCTPAOCCAIBHOTO OITyX0JIEBOTO
KoMIloHeHTa [1, 13].

CxoxecTb MOP(HOJIOTUYECKON U PagrOIOrnIeCKOMn
kaptuH TOC u aHeBpU3MaJIbHOM KOCTHOM KMCTHI U TU-
TAaHTOKJICTOYHO OITyXOJIM 3a49acTyIO 3aTPYIHSIET CBOE-
BPEMEHHYIO ITOCTAHOBKY JIAarHO3a U HEraTUBHO CKa3bIBa-
eTcd Ha pe3yabTaTax jedenus [1, 12, 13].

Ha ceronHsHuiA 1eHb CTaHAAPTOM JIeYEeHUS neTeit
u rioapocTKoB ¢ OC gaBisgeTcs MpoBeAeHNE MpeaoIIepal-
onHoit noguxumuorepanuu (ITXT), xupyprudaeckoii pe-
3eKIIUH IIEPBUIHOTO OYara C IocjaeayIomeii mociaeonepa-
uuoHHoit IIXT. B cnyyae Hanuuusi oTHajleHHBIX
METacTaTUYECKUX 09aroB IIPOBOIST UX PE3EeKIINIO Ha (po-
He aJblOBaHTHOrO 3Tana jedenus [3, 14—16]. HauGomb-
1IIei1 aKTUBHOCTBIO B oTHOLIeHH OC 00J1agaloT T0KCOpY-
OMILIMH, UMCIUIaTUH, METOTpeKcaT, a pexum MAP,
IIPeTyCMOTPEHHBIN MEXIYHAPOIHBIM HCCIICI0BATEILCKIM
nporokoiaoM EURAMOS-1, o ceii AeHb OcTaeTCs OCHO-
BOIOJIaralomnmM B JjedyeHnu nauueHTos ¢ OC [14—16].
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Panee orMeuasnoch, 4To HAIMYME TeICaHTUIKTATHIC-
ckoro BapuanTa OC accouurpoBaHO ¢ HEOJIATOMPUSATHBIM
IIPOTHO30M, OJHAKO HA CETOMHSIITHUI IeHb Pe3yIbTaThl
neyenus manueHToB ¢ TOC u kimaccnaeckumu OC cormo-
craBuMHI [3, 5, 6, 11].

C 2012 1. Ha 6a3e HanmoHaapHOTO MEIMIIMHCKOTO
HCCIIeI0BATEILCKOTO IICHTPA JETCKOI TeMaTOJIOTUH, OH-
KOJIOTUX U UMMYHoJiorur uM. JImutpus PorayeBa pabo-
TaeT HayYHO-KJIMHHMYECKasl TPYMIIa IO MCCIASTOBAHUIO
CapKOM OITOPHO-IBHUTATEIFHOTO ariapara y AeTeil 1 Ioi-
POCTKOB. B 0CHOBY (DyHKIITMOHMPOBAHMS TPYIIIIHI 3AJI0KECH
IIPUHLMIT MYJTBTAAUCHUILIMHAPHOTO IMOAX0Ia K JICUSHUIO
JIeTel W TIOAPOCTKOB CO 3JI0Ka4YeCTBEHHBIMU HOBOOOPA30-
BaHMSIMUY KOCTEU 1 MSATKUX TKaHEe!, 4YTO MO3BOJISIET KOOP-
MTUHUPOBATH TAMBI TePAINK (XUMHUOTEPAIIUsl, XMPypIriude-
CKoOe JIeYeHHe, JIydeBasi Tepalls), a TAaKKe ONTUMU3NPOBATD
JiedeHue TaiueHToB Ha Tepputopuu P®. B Hacrosieit
paboTe IIpeaCcTaBICHBI Pe3y/IbTaThl TCPAITMH OOJTbHBIX IET-
CKOTo ¥ moapocTKoBoro Bo3pacta ¢ TOC.

Marepuansb! u metopbl

ITammentsl. B ucciienoBaHue BKJIIOYEHBI MTALIMEHTHI
B COOTBETCTBUM CO CJICTYIOIIUMU KPUTCPUSIMMU:

* TIepBUYHBIE 00JIbHBIE ¢ frarHo3omM TOC;

* IMArHO3 IOATBEPXIEH B I1aTOJIOT0-aHATOMUYECKOM
oTneneHN HammmoHalIbHOTO MEAUIIMHCKOTO MCCIIe-
JTIOBaTEILCKOTO IIEHTPA AETCKOM reMaTOJIOT UM, OHKO-
JIOTMU U UMMYHoOJ10ruM uM. JImutpust Porauesa;
perucTpanus B ucciegoBanuu B nepuoxn ¢ 01.01.2012
mo 31.12.2023;

* BO3pacT NalKMeHTa Ha MOMEHT ITOCTAaHOBKM JUArHo3a

MeHee 18 neT;

* HaTuYue WHMOPMUPOBAHHOIO COIJIACHS IALIMEHTA
WIX €T0 3aKOHHOTO MPEICTaBUTENISI Ha IIPOBEACHUE
crierIecKON Tepary 1 XUPyprudecKux BMeIa-
TEJILCTB;

* BO3MOXHOCTb TOCTVZKEHHS Y MallMeHTa XUPyprude-
CKOM PEMUCCHUMU.

JInarnocruka. Inarnoctrnka OC BKIII0Yaja rMcToI0-
TUYECKYIO BepU(UKAIIUIO TMaTHO3a C ONpeaeICHUEM TH-
CTOJIOTMYECKOIO THUIIA U CTeNeHU InddepeHIInPOBKU
orryxoiu. C 11e/IbI0 OLICHKN pacIpOCTPaHEHHOCTH OITYXO0-
JIEBOTO TIPOIIeCCa MPOBOIMIN KOMIUIEKCHOE OOCIIEIOBAaHIE
MMAIlIeHTOB B 00heMe MarHUTHO-PE30HAHCHOM TOMOTpa-
¢um 006JIaCTH IMEPBUIHOIO OYara ¢ KOHTPACTHBIM YCHIIE-
HUEM, KOMITBIOTepHOI TOMOTrpacduu OpTraHOB TPYITHOM
KJIETKH C KOHTPACTHBIM YCHJIEHUEM, CIIMHTUTpaduu Koc-
teii ckenera ¢ PTc. CragupoBaHue 3a00IeBaHUST ITPOBO-
JIVJIA B COOTBETCTBMH C KJIaccuuKaureir AMepUKaHCKO-
ro o0beIMHEHHOTO KOMHUTETa 1o pakKy (American Joint
Committee on Cancer, AJCC) 8-ro mepecmorpa [17]. O0b-
€M OITYXOJIM PAaCCUYMTHIBAJIA HA OCHOBAaHNH MHUIIMATbHBIX
JMIAaHHBIX MAaTHUTHO-PE30HAHCHOI ToMorpaduu mepBruY-
HOro oyara 1o ¢popMmyiie:
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axbxcx(n/6)=V (cmd),

rme a, b, ¢ — MakKCMMaJIbHBIE pa3Mepbl 00pa3oBaHUS
B 3 NepIIeHANKY/ISIPHBIX HAIlpaBJICHUSX.

MeracTaTH4eCcKIM MOPaKeHUEM JIETKMX CIUTAIN Ha-
Jmyure 3 1 6oJjiee oYaroB pa3MepaMu OT 3 MM 11O TaHHBIM
KOMITBIOTEpHOI TOMOTpaduy OPTraHOB IPYIHON KIIETKU
C KOHTPACTHBIM YCUJICHHEM, BBIIIOJIHEHHON 1O Hadajia
crienrIecKOM TepaIum.

[Toce mpoBeneHNs XUPYPTUUECKON PE3CKIIUM OITy-
XO0JIY OLIEHMBaIX OTBET Ha HeoanbloBaHTHYIO I1XT B co-
OTBETCTBUM ¢ Kilaccudukauneir A. Huvos: xopoimii oTBeT
wm 111 u IV cTenenn TepareBTUYecKOro rmatomopdosa
MpeaycMaTpuBaioT Hanuuue He 6osee 10 % BUTaIbHBIX
OITyXOJIEBBIX KJIETOK MJIM TOTAJIbHBIM HEKPO3 OITyXOJIH CO-
OTBETCTBEHHO; IUIOXOM OTBET KOHCTATUPOBAIM CPEIU Ia-
LIMEHTOB, Y KOTOPBIX CTEIICHb HEKPO3a OITyXOJIX HE Mpe-
Bbimana 90 u 50 % (I1 u I creneHn TepameBTUYECKOTO
nmaToMop@o3a cooTBeTCTBEHHO) [18].

PeMuccuio 3a6o1eBaHMsI OLIEHUBAJIM Ha OCHOBAaHUU
PE3YJIBTATOB KOHTPOJIBHOTO 00CTIeIOBAHYSI, IIPOBEACHHOIO
IOCcJIe OKOHYaHMS CIeHMMOUISCKON Tepalii, B 00beMe
KOMITBIOTEPHOI ToMOTpachuy IEPBUYHOTO OYara M opra-
HOB I'pYIHOM KJIETKH C KOHTPACTHBIM YCUJICHUEM M TPaK-
TOBaJIX KaK OTCYTCTBHE TIPU3HAKOB JIOKATBHOTO UJIU OT-
JTaJICHHOTO OITYyXOJICBOTO TTOPAXKCHUS.

Tepanus. Bce mauueHThl ¢ MOATBEPKAEHHBIM TUa-
rao3oM TOC nonydany KOMITJIEKCHOE JIedeHe, BKITI0Ya-
olllee HEOaIbIOBAHTHYIO XUMHOTepanuio 1mo cxeme MAP
(IOKCOPYOMLIMH, IMCIUIATUH, METOTPEKCAT), XUPpypruye-
CKYIO PE3eKIINIO BCEX OIPEACIISTIOIINXCS 09aroB (IIepBUI-
HOTO X METAaCTaTUICCKUX IIPU HAJTUIMU) 1 aIbIOBAHTHYIO
XUMMOTEpanuio 1o cxeMe MAP, 4To COOTBETCTBYET Cxeme
JICYCHUsI, ONMCAHHOW B MEXIYHAapOIHOM IIPOTOKOJIE
EURAMOS-1 (puc. 1).

[Tpu HAIMYMKM METACTaTUIECKOTO TTOPAXKEHUS JICTKIX
BBITIOJTHSUTM OTHOCTOPOHHIOI TOPAKOTOMMUIO TIPY YHIITA-
TepaJIbHOM PACIIOJIOKEHUM OYaroB, ABYCTOPOHHIOI —
IIpY HAJTMIWU OIBYCTOPOHHETO MopaxkeHus. B cimydyae Hu-
BEJMPOBAHUSA METACTaTHUYECKUX OYaroB Ha ¢oHe
ITPOBOIMMOTO JICYCHMSI M OTCYTCTBUS CyOCTpaTa 10 JaHHBIM
KOMIIBIOTEPHOI TOMOTpadry OpraHOB IPYTHOM KICTKHU
C KOHTPACTHBIM YCWJICHHEM, BBHITTOJTHEHHBIX B TUHAMUKE
Ha (hOHEe Tepallny, OIepaTUBHOE JieUCHUE IMalleHTaM
HE ITPOBOIMIIN.

CratucTimdeckuii aHaim3. Pe3yabraThl iedeHus ore-
HUBaIY 110 yncity nauueHToB ¢ OC, y KOTOpBIX ObLIa J0-
CTUTHYTA PEMHCCHUS II0 OCHOBHOMY 3a00JIeBaHUIO
WIN KOHCTAaTUPOBaHBI IIporpeccuss Ha ¢oHe Tepanuu
MO0 peluauB 3a00JeBaHUs, a TAKXKE 10 MOKa3aTeasIM
6eccoonrtuitioit (BCB) u obmreit (OB) BerkmBaeMocTH,
paccunTaHHBIM TTo MeToay Karnmana—Maiiepa. CtatucTu-
YeCKHe pa3IMyus B BBDKMBACMOCTH OIPEACIISIIN C TO-
MOIIBIO log-rank-KpuTepus.
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KoHTponbHoe obcnepgoBaHue /

Control examination

l l MertacTa3saktomuna / Metastasectomy
AP M M AP M M S AP M AP M M A M M A M M
1 4 5 6 9 10 1 12 15 17 20 21 22 24 25 26 28 29
Hepensa / Week

Puc. 1. Cxema sreyeHus nayueHmos ¢ ocmeocapkomoli. AP — OokcopybuyuH (8 0o3e 75 mz/M?, 48-4acosas uHgysus), yucnaamus (8 doze 120 me/m?,
72-4acosas uHghysus); M — memompekcam (8 0o3e 12 2/M?); S — xupypaudeckuli 3man nedeHus; A — dokcopybuyuH (8 doze 75 mz/M?, 48-4yacosas

UHQy3us)

Fig. 1. Treatment scheme for patients with osteosarcoma. AP — doxorubicin (in a dose 75 mg/m?, 48-hour infusion), cisplatin (in a dose
120 mg/m?, 72-hour infusion); M — methotrexate (in a dose 12 g/m?); S — stage of surgical treatment; A — doxorubicin (in a dose 75 mg/m?,

48-hour infusion)

BbLKMBAaEMOCTb PACCUMTBIBAIN OT AAThl AIMArHOCTUKA
OC 1o matel HACTYIUICHUs HEOJIATOIPUSITHOTO COOBITHS
WIX TTOC/IeTHero KoHTakKTa ¢ mareHToM. Jnsa bCB raku-
MU COOBITUSIMU CUMTAIIN:

* penuauB 3a00JIeBaHUs, JOKAJIBHBINA 1/WIN MeTacTa-
TUYECKUN, IUATrHOCTUPOBAHHBIN y ITALIMEHTA IIPU BO3-
HUKHOBEHUU MPU3HAKOB OITyXOJIU MTOC/IE TOCTUXKEHUS
XAPYPIUIECKON PEMUCCUU;

MPOTPECCUI0 3a00JIEBaHUS, ONPENEISIEMYIO KaK YBe-
JINYCHNE Pa3MepOB IMEPBUYHOIO Oodyara M,/YUIM MOSIB-
JIeHWEe MEeTAaCTaTUYECKMX OYaroB N0 HACTYIUICHUS
XAPYPTUIECKON PEMUCCUU;
* PaAHHIOIO CMEPTD;
CMEPThb B PEMUCCUM;
* MOTEpPIO U3-T10]1 HAOJIOACHUS,;
BTOPYIO OIyXOJIb.
Jst OB coOBITUSMY CUUTANIM CMEPTH OT JIIO0O0I TIpU-
YUHBI U BBIOBITHE U3-T100 HAOIIOAEHUS.

KyMyaTUBHBIA pUCK pa3BUTHST PELIMAMBA BbIYMCIISLIA
C IMOMOIILIbIO METOIA KOHKYPUPYIOLIMX PUCKOB, CTAaTUCTUYEC-
KUe pa3IAImsl OIPEAeISUIA C TIOMOIIBIO Kputepus Grey.

Pe3ynbrathbl

IMTamuenTsl. B mepuoxn ¢ 01.01.2012 mo 31.12.2023 B Ha-
LIMOHAJIBHOM MEIULIMHCKOM MCCJIeI0BATEIbCKOM LIEHTPE
JIEeTCKOM IeMaTOJOTMU, OHKOJOTMM UM MMMYHOJIOTUU
nM. Jmurtpust Porauesa 3apernctpupoBaHo 486 ciydyaes
OC (ta6a. 1). Cpeau 368 naureHTOB, BKIIOYEHHBIX B UC-
caenoanue, TOC auarHoctuposan y 40 (10,8 %). Menu-
aHa Bo3pacTa Ha MOMEHT IIOCTAHOBKHM JUArH03a COCTaBIIaA
12,5 (6,31—17,7) rona. MHuLManbHasl XapaKTepUCTUKA T1a-
LIMEHTOB, BKJIIOYEHHBIX B aHamu3 (n = 39), mpeacrabiieHa
B Ta0m. 2.

Cpenu nmanimeHToB ¢ TOC He 6b1T10 OOJIBHBIX ¢ HACTE -
CTBEHHBIMM CHHApoMaMu (cumHapoMamu JIu-®paymeHn,
HACJIEICTBEHHO! PETUHOOIACTOMbI), a TAKXKE TEX, KOMY
MPOBOIIIM JIYYEBYIO TEPAIIUIO.
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Ta6nuua 1. Xapakmepucmuka nayueHmos, BKI0YeHHbIX 8 UCCTedo-
8aHue

Table 1. Characteristics of the patients included in the study

Yucao
nanueH-

IToka3arenn TOB, Il

Bcero CJIydacB OCTCOCApPKOMBEI B pacCMaTpuBa-

€MBbIi1 mepuo 486
Total number of osteosarcoma cases in the studied
period

JleueHne B KTMHUKE, HE BXOISIICH B MCCIICIOBAHIE 109
Treatment in a clinic not participating in the study

Hapymenue nmporokona 63 MeTUITMTHCKIX

apryMeHTOB 7
Protocol violation without medical arguments

OTKa3 OT JIEYeHUSI CO CTOPOHBI POAUTENEH 1
Treatment refusal by the parents

Tsxenoe poHOBOE 3a00JIeBaHE 1
Severe background disease

BxJttoueHb! B MccienoBaHue 368
Study patients

TeneaHrMaKTaTUYECKUI BAPUAHT OCTEOCAPKOMBI 40
Telangiectatic osteosarcoma

Bo3MoXXHO noCTHKEHUE XUPYPTUYECKOI
peMHCCUU 39
Surgical remission is possible

Jlokanm3anysi mepBUYHOTO 04AaTa, MATOJIOTMIEeCKHiA epe-
JoM m ctagud 3adonesanua. [lepsuunbiii ouyar TOC yate
JIOKQJIM30BaJIC B OeApeHHOM U 00JblIeOEpPLIOBOM KOCTSIX
(56,4 1 23,1 % COOTBETCTBEHHO), pexKe OTMEYaI0Ch Iopa-
keHue riedeBoii (15,4 %) u manobepuosoii (5,1 %) kocTeii.
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Tabnuua 2. MHUYUanbHAs XapaKmepucmuKa NayueHmos U ucxoobl
Table 2. Baseline patient characteristics and outcomes

Yucao nauuentoB, S-iernsas BCB, %

Iloka3arennb n (%) + SE » 5-netnsisi OB, % *+ SE B
Bcero
Total 39 (100) 57,3+9,3 — 73,4192 -
Tlo:
Sex:
1;14]3211(601(014 18 (46,2) 55,2+ 13,8 0,4650 60,8 + 14,5 0,1210
SKEHCKUIA 21 (53,8) 60,6 = 12,3 85,1+9,7
female
Bo3pacr, ner:
Age, years:
<10 10 (25,6) 75,0+ 15,8 0,1886 100 0,0869
>10 29 (74,4) 51,0+ 11,1 63,5+ 12,1
Cramust 3a00J1€eBaHU:
Disease stage:
MO 20 (51,3) 66,2+ 13,5 U lor 80,8 % 10,5 Lo
Mla 19 (48,7) 47,5+ 12,6 67,1 = 14,1
Jlokanu3zanmsi:
Location:
OepeHHast KOCTh 22 (56,4) 49,2 + 11,8 74,0 £ 11,6
femur
ggﬁfﬂie%puomﬂ KOCTb 9(23,1) 88,9 + 10,5 0,1013 100 0,0222
MaJio0epIoBast KOCTh 2(5,1) 50,0 + 35,4 100
fibula
L P QROCIE 6 (15,4) 41,7 £ 30,4 40,0 £ 29,7
humerus
[MaTonornyeckuii mepesom:
Pathological fracture:
ecTh 13 (33,3) 26,9 + 15,7 43,8 £ 18,8
present 0,0879 0,0921
HeT 26 (66,7) 69,2+ 10,4 87,3+6,9
absent
Pasmep omyxomm, cm:
Tumor size, cm:
<8 7(17.,9) 85,7 + 13,2 0,2540 85,7 + 13,2 0,7538
>8 32 (82,1) 50,1 + 10,7 70,5+ 10,9
O0OBEM OIyXoIu, cMm?
Tumor volume, cm?
<200 22 (56.4) 67,44 12,0 0,1678 90,4+ 6,5 0,1446
>200 17 (43,6) 44,8 + 13,3 54,7+ 154

Ilpumeuanue. 30eco u 6 maba. 3: BCB — beccobvimuiinas svixncusaemocmo; SE (standard error) — cmandoapmuas owubxa; OB — obwas
8bIIICUBACMOCT.
Note. Here and in table 3: EFS — event-free survival; SE — standard error; OS — overall survival.
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Y 13 (33,3 %) naimeHToB Ha MOMEHT UHUIIUATbHOM Tra-
THOCTHKH BBISIBJICH ITATOJIOTMYECKHIA TTepesioM (Taoit. 2).

MeTtacTaT4yecKoe nopaxeHue JerKUX IUarHoCTUPO-
BaHO B 19 (48,7 %) caydasix. Cpeau 39 mauuentos ¢ TOC
MyJIbTH(OKATbHOE IOpaXXeHue KOCTeil He BBISIBICHO
HU B OIHOM CJIy4ae.

Buoncus u Tun JokaasHoro Kourposs. Ilectu (15,4 %)
maryeHTam u3 39 Ha TMarHOCTUYECKOM 3Tarle IIPOBEACHO
2 OMOTICHH, TaK KaK I10 pe3yasTaTaM 1-ii 10 MeCTy XKUTeJlb-
CTBa OLIMOOYHO YCTAHOBJICHbI IUATHO3bI AHEBPU3MAaIbHOM
KOCTHO# KUCTHI (1 = 2) ¥ TUTAHTOKJICTOYHOM OITyXOJIU
(n=2), B 1 c1yyae ycTaHOBJICH JUArHO3 «OCTEOMUEIIUT»,
u 1 buoricus oka3ajach HeMH(GOPMATUBHOI.

Xupypruueckas pe3eKLusi [IepBUYHOrO 04ara BhIIOJI-
HeHa 38 manuenTaM; 1 mauueHT ymMep oT MH(PEKIIMOHHBIX
OCJIOXKHEHUI Ha (pOHE MpenonepaliMOHHON XUMUOTEpa-
muu. VI3 MeTOIOB JIOKaJIbHOTO KOHTPOJISI OPraHOCOXPaHSI-
[olllee ONepaTMBHOE BMEIIATEJbCTBO IIPOBEAEHO
B 36 (92,3 %) ciy4asix, IIpy 3TOM Yallle BBIIOJHSIIN CET-
MEHTapHYIO Pe3eKIINIO C MOCSAYIOIINM SHIOIIPOTE3UPO-
BaHMEM IIPIJIEXKAIIEro cycTaBa (# = 32), B clIydasx JoKa-
JIM3alMU IIEPBUYHOIO o4yara B MajoOepLiOBOi KOCTH
IpOBeieHa CerMEeHTapHasl pe3eKLus 03 PeKOHCTPYKIIUKI
(n=2), emie y 2 MaIeHTOB BHITIOJTHEHA OMOJIOTUYECKas
peKOHCTpYKIM (TadI. 3).

OTBeT HA HEOAABIOBAHTHYIO TEPANMIO, PE3Y/ILTATHI Jie-
yenus. Cpeny MAIMEHTOB, KOTOPHIM IIPOBEICHBI TIpe-
onepaunonHas [TXT u xupyprudeckoe neueHue (n = 38),
XOPOLIMiA OTBET HojIydeH B 29 (76,3 %) ciydasix, IUI0OX0H —
B9 (23,7 %) (cm. Tabu. 3).

Ta6nuua 3. Memod nokansLHO20 KOHMPOAA U ucxod (n = 38)
Table 3. Local control method and outcome (n = 38)

Yucio nanuenTos,

CAPKOMBI KOCTEM |

B rpyrime maiyeHToB, Y KOTOPhIX Ha AMATHOCTUIECKOM
9Tare BbISIBICHBI OYary YIUIOTHEHUS JISTOYHOM TKaHH, pac-
LICHEHHBIC KaK MeTacTatudeckue (n = 19), Ha done ITXT
B 11 (58 %) ciaydasix oTMeYaauCh yMEHBIIEHUE Pa3MepOB
WJI TTOJTHOE HUBEJIMPOBaHUE 04aroB. TOpaKOTOMMS ¢ MeTa-
CTa33KTOMUEH BHIIOJHEHH! 12 marerTaM (cM. Tadd. 3).

Menuana HaOIIOAeHUs cocTaBmia 3,65 roga, S-JeTHue
OB u BCB mia Bcex manumenTos — 73,4 u 57,3 % coort-

_
O o
o O
1 J

OB, n =39, xwuBbl 32,734 % +9,2/
0S,n=39,alive32,73.4 % +9.2

504 BCB, n = 39, 6e3 cobbiTuin 25,57,3 % +9,3/

BeposaTtHocTb, % / Probability, %

0 T T T T T T T T T T T T 1

1 2 3 4 5 6 7 8 9 10 11 12 13
logbl / Years

Puc. 2. Pesynsmamel neyeHus GOJIbHbIX MeseaH2u3KmMamuyecxkol
ocmeocapromodi. OB — 06was sbixusaemocms; bCB — 6eccobbimuliHas
BbIXUBAGMOCMb

Fig. 2. Treatment outcomes in patients with telangiectatic osteosarcoma.
0S - overall survival; EFS - event-free survival

5-netnsas BCB, % 5-nernas OB, %
IMokaszarenn n (%) + SE P + SE p
Turm XUpypru4eckoro BMelia-
TEeJIbCTBA:
Type of surgical intervention:
OPraHOYHOCHILEE 2 0 0,0572 0 0,0119
organ-resecting
OpPraHOCOXPaHSIOIIEe 36 63,0+ 9,6 84,6 7,2
organ-sparing
[TaTromopdo3:
Pathomorphosis:
II'I—IV CTEIEeHN 29 (76,3) 64,3+ 10,9 0,0639 83,0£9,3 0,0216
grade [11-1V
0, I, I crertenn 9(23,7) 41,7+ 17,3 52,5+ 20,4
grade 0, I, I1
Mla (n=19):
TOPAaKOTOMMUSI IIPOBEIEHA 12 (63,2) 46,3+ 17,8 68,6 = 18,6
thoracotomy performed 0,3985 0,5534
TOPAaKOTOMMUSI HE IPOBEIEHA 7 (36,8) 42,9 £ 18,7 66,7 19,2
thoracotomy not performed
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Tabnuua 4. Pe3yimamsi ie4eHus NAYUEHMOB C mefleaHeuIKmamuye-
cKoli ocmeocapkomoli (n = 39)

Table 4. Treatment outcomes in patients with telangiectatic
osteosarcoma (n=39)

Yuco nanueHTos,

IToka3arenn n (%)

Pesynbratsr:

Outcomes:
JKMBBI 0€3 COOBITUI
alive without events
Mporpeccust
progression
paHHSISI CMEPTh
early death
peuuauB 3a00JIeBaHUs
disease recurrence

25 (64,1)
1(2,6)
1(2,6)

12 (30,8)

Tun peunousa:

Recurrence type:
JIOKaJIbHBII
local
MeTacTaTUuYeCKUi
metastatic
KOMOMHMPOBAHHbIN
combined

1(8,3)
8 (66,7)

3(25)

BETCTBEHHO (puc. 2). KyMyIsTUBHbII PUCK Pa3BUTHS pe-
LYIMBa OKa3ajcs paBeH 37,6 %.

B rpyrmie manmeHTOB ¢ JJOKaJIM30BaHHON (POpMOIt
TOC (n= 19) 5-netuue OB u BCB cocraBunu
80,8 1 66,2 % COOTBETCTBEHHO (CM. TabJI. 2).

IMarunernne OB u BCB y manmeHToB ¢ THUIMAIEHBIM
METACTAaTUYECKUM MOpaxXKeHUEeM JIETKUX COCTaBUJIU
67,1 u 47,5 % cooTBeTcTBeHHO (CM. Tabi. 2). B rpymre
IMAIMeHTOB, KOTOPBIM IIPOBeAecHa ToOpakoToMusl (7 = 12),
5-nerasas BCB okasanace paBHO# 46,3 %, B rpyiiie ma-
LIMEHTOB 0€3 XMPYPrUIeCKOi pe3eKIMM METACTATUIECKUX
ouvaros (n =7) — 42,9 %.

PesynbraThl JJeueHUs MALIMEHTOB C TeJIEAHTUAKTATH -
YeCcKO# 0CTe0CapKOMOi1 ITpeACTaBIIeHbI B Ta0I. 4.

Y 1 (8,3 %) nauyeHTa KOHCTaTUPOBAaHA IIPOTrPeCCUsi
3a00JieBaHMS Ha (DOHE HEOAIbIOBAHTHOI'O 3TAlla JICYCHUSI.
Peunnus auarHoctupoBan B 12 (30,8 %) ciydasx,
npu 3ToM B 5 (41,7 %) U3 HUX OTMEUEHO U30JIMPOBAHHOE
MeTacTtaTudeckoe ropaxeHnue jgerkux. Y 1 (8,3 %) maum-
€HTa BBISIBJICH JIOKAJIbHBIA peluauB 3a0ojieBaHUs,
v 3 (25 %) — nokaJbHBII pelIUIUB 3a00JIeBaHUS C MeTacTa-
TUYECKUM MOpaxkeHueM Jerkux, y 1 (8,3 %) peunaus 3a-
0oJIeBaHUsI IIPEACTABICH METACTATUYECKUM IIOpaXKEHUEM
JIETKUX U KocTeit yeperna, B 1 (8,3 %) ciy4yae OTMEYEHO
M30JIMPOBAaHHOE IOpaXkeHue KocTeii ckenetauB 1 (8,3 %) —
LIEHTPAJIbHON HEPBHOU CUCTEMBI.
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06cyxaeHune

TeneanrmakraTaecKkasi OCTeOcapKoMa BIIEPBBIC O -
caHa B 1854 1. OpUTaHCKUM XMPYpPrOM UM ITaTOJIOTOM
JxeitmcoMm IlemxkeTomM Kak 3710Ka4yeCTBEHHAsl OITyXOJb
KOCTH, Oorarasi cocymaMu M KHCTaMM, 3aII0JJTHCHHBIMU
kpoBbio [19]. [To3mnee, B 1922 1., aMepUKaHCKUM MaTOJIO-
rom JIxeiitMcom FOMHTOM TaHHBIN TUII OITYXOJIM OTHECEH
K OJTHOMY M3 BapHMaHTOB ocTeocapKomsbl [20].

Ha ceropnsimiHuii AeHb KOJIUYECTBO UCCIEIOBAHUM,
rocBseHAbIX TOC, orpaHM4eHo, YTO B IIEPBYIO 0Yepeab
00YCIIOBICHO PEIKOCTHIO TAHHOTO TMCTOJIOTMYECKOTO IO/~
tuna OC. Tak, B Uacturyre Puz3omu (r. bononss, Mta-
nus) Ha gomo TOC mpuxomutcs mo 8 % ciydaes [9],
B Tocrmrane Cs. Uymsr (. Memdpuc, CILIA) — 6,8 % [10],
B kiuHuKe Meiio (. Pouectep, CIIIA) — 2,5 % [5], B TO-
criurtane Cynb dArceH (r. [yanuxoy, Kurait) — 4,52 % [12].
Pe3ynbraTsl caMbIX KPYITHBIX MCCIICIOBAaHMI JAHHOTO 3a-
OoJyeBaHUsA MPUBENEHBI B Ta0u. 5. CormacHO JaHHBIM,
MIpeACTaBICHHBIM B TaOJIMIIE, BUIHO, YTO HAIIIe MCCIEH0-
BaHUE SIBJISICTCS KPYITHEUIIINM U3 OITyOJIMKOBaHHBIX, T10-
cBsameHHbIX TOC y manuenToB muaniie 18 net. Cpenn
mepBUIHBIX 001bHBIX OC TeJIeaHTUAKTaTHYECKII BApUAHT
JquarHoctupoBad B 10,8 % ciydaeB, 4To CYILIECTBEHHO 00JIb-
11Ie, 9YeM y 3apyOeskKHbBIX KOJIJIET. DTO MOXET OBbITh 00YCIOB-
JICHO OOJIBIIMM KOJMYECTBOM IIEPBUYHBIX ITAIIMEHTOB
¢ OC, BoureIIMnx B MCCIeTOBaHNE.

Kmunnuaeckue nposisiernst TOC naeHTUYHBI TAKOBBIM
mpu KoHBeHIIMOHaANbHOM OC U IpencTaBieHBl 00JIEBBIM
CHMHIPOMOM, HAJIMYMEM MHaJbIIMPyeMOro 00pa3oBaHUS
1 HapyIlIeHWeM IBUKEHUS B MpIUIeXalieM cyctase. I1a-
TOoJIOTMYeCcKuii IepesioM y naumeHToB ¢ TOC BcTpeuaeTcs
B 30—33 % cityyaeB, YTO 3HAYUTEIbHO IIPEBBILLIAECT TOT XKe
rokasareJib Ipu Kiiaccudeckom Bapuante OC (10—15 %)
U MOXeT ObITh O0YCIOBIECHO KUCTO3HO-JIMTUYECKOM CTPYK-
Typoii oopa3oBanus [7, 10—12]. B taHHOM nccnenoBaHnM
MaTOJIOrMYECKUIA TIEPEJIOM AMarHOCTUPOBaH B 33,3 % ciy-
YaeB, YTO COIIOCTABUMO C pe3yJIbTaTaMU IPYTUx padoT
(cM. Tabu. 5). IIporHocTMYECKasI 3HAYUMOCTH IATOJIOTH -
YECKOro IepejioMa Ha CerOMHSIIHMI JeHb OCTaeTCsl He-
sicHoi. B nccienoBanmsax A. Angelini u coaBT., A. Weiss
M COaBT., a Takxke J. Yin 1 coaBT. OH He BJIMSLUI Ha TIPOTHO3
3aboneBanus [10—12]. Dro moaTBepKaaeTcs pe3yabTaTa-
MM HaIIero UCCIeIOBAHMSI.

IMepBuunstii ouar TOC yaie pacronaraercsi B A1cC-
TaJbHOM OTIeJIe OeIpeHHON M IMPOKCUMAIBHOM OTHEJIe
GoubliiebepLoBoii Kocteil (mo 60 % ciiyyaeB), a TaKxe
B IIPOKCUMAJIbHOM OTHeje IieueBoii koctu (mo 20 %)
[8—12]. B MmupoBoii 1uTepaType OnuMcaHbl eqUHUYHEIE
ciydam nokamu3auuy TOC B KOCTSIX yepena, Ta3a U 9KC-
tpackeneTHbie TOC [21—24]. HecMoTpst HA OTHOCUTEIBHO
0OJIBIIIOE KOJIMYECTBO MAIIMEHTOB, BOIIEAIINX B HAIIIE HC-
caemoBanme, Bce TOC ToKaM30BaInCh B KOCTSIX BEPXHIX
1 HIDKHUX KOHEYHOCTe (cM. Tab. 2).

Pamnonornyeckoit ocooeHHOCTRIO TOC sAIBNISIETCS HA-
JIMYME MHTpPaAMEayJUISIPHOTO 00BbEMHOTO O0Opa3oBaHMUS
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Tabnuua 5. [aHHsle Haubonee KpynHbix UcCIe00B8aHUL, NOCBAUEHHbIX MeSleaH2UIKMamuyeckol ocmeocapkome

Table 5. Data from the largest studies on telangiectatic osteosarcoma

HcTounnk

Hacrosiee nccnemoBaHue
This study

J.Q. Yin u coast. [12]
J.Q.Yinetal. [12]

A. Angelini u coaBr. [11]
A. Angelini et al. [11]

A. Weiss 1 coaBr. [10]
A. Weiss et al. [10]

G. Bacci u coasr. [9]
G. Bacciet al. [9]

G. Bacci u coasr. [8]
G. Bacci et al. [8]

G. Rosen u coasr. [7]
G. Rosen et al. [7]

A.G. Huvos u coasr. [6]
A.G. Huvos et al. [6]

T. Matsuno u coasr. [5]
T. Matsuno et al. [5]

G.H. Farr u coasr. [4]
G.H. Farret al. [4]

Tonx

2012—-2023

2001-2016

1985—-2008

1978—2005

1990—1994

1983—1990

1973—1980

1921-1979

1929—-1974

1925—1971

Yuciao
MAIMEHTOB,

n (%)

39
51
87
24
24
28
25
124
25

29

Meaunana OTtBer
pospacta  IlaTonoru- Ha HeOaXBIOBAHT-
(MuH.— YeCcKui Hyto [TIXT
Makc.), JeT mepeiom, % (XO/I10, %)
12 (6—17) 33,3 76,3/23,7
16 (5-39) 33 -
16,6 (5—60) 31 79,5/20,5
15,7 (3—23) 43 33/67
- 16,7 96/4
- 14 89/11
— 32 -
16 (3—67) 29 82/—
16 (6—49) 24 -
20 (5-62) - -

5-/10-
JIETHAA
OB, %

73,4/73,4
54,9/—

63,5/60,7
67/—
87/—
82/—
68/—
27/—
8/—

18/—

5-/10-
JIETHASA
BCB, %

57,3/57,3
52,5/—
69,3/86,4*
58/—

83/—

*[Iamunemusia 6eccobvimuiinas evixcusaemocms (BCB) do memacmamuueckoeo peyuouea — 69,3 %, do aokanvrozo — 86,4 %.

Ilpumenanue. I[1XT — noauxumuomepanus; XO — xopowuii omeem, I10 — naoxoii omeem; OB — obwas eviycusaemocme.

* Five-year event-free survival (EFS) prior to metastatic recurrence — 69.3 %, local recurrence — 86.4%.
Note. PCT — polychemotherapy; GR — good response; PR — poor response; OS — overall survival.

Puc. 3. MazHumHo-pe3oHaHcHas momozpagus npasoli nneyegoli Kocmu, cazummanbHas (cresa) u akcuanbHas (cnpasa) npoekyuu,
T2-838ewweHHoe usobpaxeHue. B npokcumansHom omodese npasoli naeyesoli Kocmu onpedensemcs KUCMO3HO-COUOHOe 06pa308aHuUe C HaU-
Yuem yposHeli 2eMoOppazuyecko20 cooepxumozo, 2unoUHMeHCUBHO20 CUeHAAa, 0ecmpyKyuel KOpMUKANbHO20 CI0S KOCMU U HAAUYueM 3Kcmpa-
0CCanbHO20 0NYX0/1eB020 KOMNOHEHMA
Fig. 3. Magnetic resonance imaging of the right humerus, sagittal (left) and axial (right) projections, T2-weighted image. In the proximal right
humerus, a cystic solid tumor with levels of hemorrhagic content, hypointense signal, destruction of cortical bone layer and extraosseous component

is observed
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Puc. 4. [ucmonozuyeckoe uccnedosaxue: a — 0630pHAS MUKPOGHOmMOo2paghus onyxosu C 30HaMU HeKPO3a (OKPACKA 2eMAMOKCUIUHOM U 303UHOM, X25).
lpocnexusatomcs MHOXecmBeHHble NoA0CMU, 3aNoJHeHHble 3pumpoyumamu; 6 — Mukpogomoazpagus onyxonu (OKpacka 2eMamoKCUNUHOM
u 303uHom, x200). Onyxonessle KnemKu KpynHsie noaumMopgHsie, ¢ 06UMbHOU 303UHOpUABHOG Yumonaasmol, A0pa 080UOHOU UMU HeNnpasuib-
HoU ¢hopMbl, C KpYNHO2/1bI6YAMbIM XPOMAMUHOM, BUOHbLI MHOXECMBeHHble (hu2ypsl MUMO3a U PEaKMUBHASA NPUMECh 2U2AHMCKUX MHO200epHbIX
K/Iemok, o4aau namoso2uyecko2o ocmeouoa

Fig. 4. Histological examination: a — survey microphotograph of a tumor with areas of necrosis (hematoxylin and eosin staining, x25). Multiple
cavities filled with red blood cells are observed; 6 — tumor microphotograph (hematoxylin and eosin staining, x200). Tumor cells are large,
polymorphic with abundant eosinophilic cytoplasm, nuclei are ovoid-shaped or irregular with coarse lumpy chromatin, multiple mitoses and reactive

admixture of giant multinuclear cells, pathological osteoid lesions are observed

KOCTH C 9KCITAHCUBHBIM POCTOM B MSITKHE TKaHU, IIPEI-
CTaBJIECHHOE MHOXECTBEHHBIMU KHUCTaMH C YPOBHSIMH
XKHUIKOCTH, KOTOPBIE OTACIISIIOTCS APYT OT Apyra IJIOTHBI-
Mu centamu (puc. 3). JlaHHast peHTreHoJIornIecKas Kap-
TUHA 4acTo TpebyeT auddepeHInaTbHON IUarHOCTUKI
C AaHEBPU3MAJIbHOM KOCTHOM KUCTOM Y TUTAHTOKJIETOYHOM
OITyXOJIBIO.

Junarno3 OC ycTaHaBIMBAIOT MPU TMCTOJIOTUYECKOM
HCCen0BaHny OMoricuitHoro Marepuana [1, 14, 16]. Kimro-
YeBBIM IIPM3HAKOM SIBJISIETCS HAJIMYME ITaTOJIOTMIECKOIO
octeonna. B cBoio ouepens, TOC npu MUKPOCKOITMYECKOM
HCCIIeTOBAHNH XapaKTEePU3YeTCsT HATMYUEM OOIIPHBIX KPO-
BOU3JIUSHUNA ¥ KMCTO3HBIX ITOJIOCTEN, pa3Ie/ICHHBIX IIepe-
TOPOIKAMM U3 OITyXOJIEBBIX KJIETOK 1 ocTeonna (puc. 4) [1].
Tucronormueckas kaptuHa TOC MMeeT CXOACTBO C aHEB-
PU3MAIbHOM KOCTHOM KMCTOM, OMHAKO OTJINYACTCS IIPU-
CYTCTBHEM KJIETOK C BBIPAXK€HHOM aTUNMEN W BBICOKOM
MHMTOTHYECKOI aKTUBHOCTHIO. Hajmdume 30H ocTeoreHesa
XapaKTepHO TSI 00erX ormyxoJeii [1].

ITpoBeneHne Tpernanoouoricuu mpu TOC B ¢BsI3U ¢ Ma-
JIBIM KOJIMYECTBOM MaTepHaia MOXKET IIPUBECTHU K OIIINO-
KaM IIpA YCTAaHOBJICHWHU AMArHo3a M OTJIOXUTH Hadyajao
crienudUIecKoit Teparmu, 4YTo HeraTUBHO BJIMSET Ha IIPO-
rHO3 3a00yieBaHusI. UMEHHO CXOXECTh PaIOJIOTHYECKOM
n Mopdonorndeckoit kKaptud TOC, aHeBpU3ManbHOMI
KOCTHOI KMCTbI 1 TUTAaHTOKJIETOYHOM OITyXOJIM ITOg4YEep-
KMBaeT BaXXHOCTh IIPOBEIEHUSI OTKPBHITOM OUOIICUU 00-
pa30BaHMs UISI CBOEBPEMEHHON 1 TOYHOM NTMAarHOCTUKU
[13]. B uccnenoBanum J. Yin 11 cOaBT. OIIMOOYHBII AMATHO3
10 pe3y/abTaTaM OMOIICUMM YCTaHOBJIEH B 22 % ciydaes,
eme B 6 % OMOIICUITHBIIA MaTepuaj oKa3ajucs HeMHdop-
MaTUBHBIM [12]. B Hamem mccieqoBaHUM OIIMOOYHBIM
JIMarHo3 yctaHoBIeH B 12,8 % ciyuyaes, B 2,56 % ciy4aeB
TUCTOJIOTUYECKHNI MaTepHhasl OKa3aics HeMHDOpMaTUB-
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HbIM. 3HAYUTEIbHO MEHBIINI YPOBEHb OLIMOOK MpU MO-
CTAHOBKE JMarHo3a B Halleil paboTe 0OyCJIOBJIEH MOBCe-
MECTHBIM ITPOBEIEHNEM OTKPBITOM OMOIICU 00pa3oBaHUs
Ha IMarHOCTUYECKOM 3Talle B PerMOHAIbHBIX KJIMHUKAX —
Y4aCTHMKAX MCCIICAOBAHMS, B TO BpeMsl KaK B MCCJICIOBAHUHI
J. Yin 1 coaBT. mpearioyTeH1e OTIaBaIoCh TOJICTOUTOILHOM
6uorncun. TeM He MeHee ypOBEHb AMATHOCTUYECKHUX OLI -
OOK J1axke MPU BBIMOJIHEHUM OTKPBHITOM OMoIcuu oopa3o-
BaHUSI OCTACTCsI HEYIOBJIETBOPUTEIbHBIM, YTO OAYEPKH-
BaeT BaXXHOCTb IIEPECMOTPa TUCTOIOIMYECKOro MaTepuasa
B pedpepeHc-1adb0paTopursax Ha 0a3e crienaIn3upOBaHHbBIX
(denepanbHbBIX LIEHTPOB [16].

OcTreocapkoMa XapaKTepHU3yeTcsl KpailHe arpecCHUB-
HBIM OMOJIOTMYECKUM IIOBEACHMEM, B CBSI3U C YEM YKe
Ha MOMEHT YCTaHOBJIEHUsT n1rarHo3a no 25—30 % nauu-
€HTOB MMEIOT OTHaJieHHbIe MeTacTasbl [1, 3]. B 80 % ciy-
4yaeB UMEET MECTO IOpaxXeHMe JIETKMX, peXe — KOCTei
ckenerta. Ha cerogHsIHuMIA IeHb HE CYLLIECTBYET KOHCEH-
cyca I10 IMOBOAY KPUTEPUEB METACTATUYECKOTO MOPaKEHUST
nerkux npu OC, a onpeAeneHns pa3HITCs OT UCCIIe0Ba-
HUS K McclieoBaHuio. Tak, B MEXIyHAPOIHOM MCCIIEN0-
BaTeJibckoM TTpoTokosie EURAMOS-1 kputepusimu MeTa-
cTaTU4ecKoro nopaxeHus jerkux npu OC gBnsgioTcs
Haymaue 3 1 6oJiee 09aroB pa3MepaMu >5 MM WA HaJIn4due
1 ouara pasmepom >1 cMm [3, 15]. Ouaru MeHbIIEro pas-
Mepa WIM KOJMYECTBA PaCLiEHUBAIOTCSI KAK BEPOSITHOE
MeTacTaThyeckoe mopaxeHue. TUMTMYHON PEHTIEHOIOT M-
YEeCKOM XapaKTepUCTUKOM METACTATUYECKMX 0YaroB B JIET-
KUX SIBJIIETCS HAJIM4YKe CyOILIEBPaIbHO PACIIOI0XEHHBIX
OKPYIJIBIX 0YAroB, 3a4acTylO C IPU3HAKAMU KaJIbLMHALIUH.
NmenHo Mopdonornyeckie 0COOeHHOCTU TeJIeaHTUIK-
tatnyeckoro BapuaHta OC c cBs3u ¢ GopMUpOBaHUEM
MaJIoro KOJIMYeCcTBa OCTEOMa, a TakKe KMCTO3HOTO Xa-
pakTepa OITyXOJIM, BHOCIT ITOIOJHUTEIbHYIO CIOXHOCTh
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B MHTEPIIPETALIMIO 0YaroB YIUIOTHEHUS B JIETKUX y AeTeit
n noppoctkoB ¢ TOC. B HalleM ucclienoBaHUM PeHTTe-
HOJIOTMYEeCKast KapTHHA TOJIBKO B 2 CIyJasiX COOTBETCTBO-
BaJIa KPUTEPHUSIM METACTaTUYECKOTO ITOPaXKeHMS JICTKHUX,
onucanHbeIM mpotokosoM EURAMOS-1, B To Bpems
Kak 0oJjiee XXeCTKHMe KPUTEPUU, IIPUHSTHIC B HAIllEM HC-
caenoBaHny (Hammuue 3 1 00Jiee 04aroB pa3MepoM >3 MM),
ITO3BOJIJIN BBISIBUTh METACTaTUIECKOE TTOPAKEHIUE JICTKUX
y 19 marmenToB. Takum 0Opa3oM, TOJIsT OOIBHBIX C yCTa-
HOBJIEHHOM cTanueit 3aboneBaHusi M1a B HallleM ucce-
JIOBaHUU OKa3ajach 3HAYMTEIBHO Ooabliei (47,5 %), He-
Kesn B uccnenoBaHusax A. Weiss u coaBT. (17 % ciy4aes),
A. Angelini u coaBr. (11,4 % cny4aeB) u J. Yin 1 coaBT.
(10 % cny4daeB) [10—12]. Kputepuun MeTacTaTM4eCcKOro
nopaxeHus Jierkux pu TOC He onmucaHbl HU B OAHOM
U3 OITyOIMKOBAaHHBIX MCCIICIOBAHU, TIOCBSIIIICHHBIX TaH-
HOM IaTOJIOTMHU, TaKXKe KaK U 00beM ux JieueHus. IToka-
3aTenn S-nmetHux OB 1 BCB maineHToB ¢ oTHaIeHHBIMU
MeTacTa3aMM B uccienmoBaHun A. Weiss u coaBt. (n = 4)
coctaBwin 75 1 50 % COOTBETCTBEHHO, YTO COMIOCTABMMO
C pe3yJIbTaTaMM, IOJIy4eHHBIMU B XOJI€ HAIIETO UCCIIeI0-
Banus (67,1 u 47,5 % coorBercTBeHHO, n = 19) [10].
B T0 Xe BpeMs misg nokanu3oBaHHBIX (popm OC B uccie-
moBaHuM A. Weiss u coaBT. mokasarenu S-jetHux OB
u BCB cocraBuiu 60 u 64 %, B uccnenoBanuu J. Yin u co-
aBT. — He npesbiianu 61 u 58,7 % coorBercTBeHHO [10,
12]. CornacHo mojiydeHHbIM HaMU JaHHBIM 5-11eTHIe OB
1 BCB nipu nokammzoBanHbIX popmax TOC nocturmm 80,8
1 66,6 % cooTBeTCTBEHHO. Takasi pa3Hulia B pe3y/IbTaTax
JIedeHUs MallMeHTOB C JoKaau3oBaHHOU dopmoit TOC
MOXeET OBbITh 00YCJIOBJI€HA MEHBILIMM KOJIUYECTBOM 0O0JIb-
HBIX, BOLIEAIINX B McciieqoBaHmst A. Weiss 11 coaBt. u J. Yin
U COABT., WJIK CBUIIETEIHCTBOBATH O OOJIBIIIEM KOJIMYECTBE
HEYYTCHHBIX ITAIIUEHTOB C OTIAJICHHBIM METaCTATUYSCKIM
rmopaxkeHneM. Hammune otmajaeHHBIX METacTa30B B JIETKIX
npu OC gBigeTcsa OQHUM M3 YCTAaHOBJIEHHBIX (haKTOPOB
MPOTHO3a, U XOTSI HU B UccienoBaHuM A. Weiss M COaBT.,
HU B paboTe A. Angelini 1 coaBT., HU B HallleM MCCJIe0-
BaHUM CTAaTUCTUYECKU 3HAYMMEBIE Pa3JINUMs B BEDKMBae-
MOCTHU MEXIY 3TUMHU I'PYIIIIaMU BBISIBJICHBI HE OBLIN, KIIH-
HUYECKU OTMEYAIOTCS CTATUCTUYICCKY 3HAYMMBIC Pa3TNIMsT
B BhLKMBaeMocTH (6ojee 15 %) (cm. taba. 2) [10, 11].

KitoueBbIM 251eMeHTOM JiedeHuUs ImanueHToB ¢ OC
SIBJISICTCSI TIPOBEACHUE XUPYPTUICSCKOM PEe3eKIINH OITYXOJIH.
HeBo3MOXHOCTD TOCTIDKEHMS XMPYPIUUECKOM PEMUCCUH,
B ToM umciie y nanmeHToB ¢ TOC, comnpsikeHa ¢ HebJ1aro-
MPUSITHBIM ITPOTHO30M 3aboJyieBanus [3, 10, 14].

CaMbIM pacrpoCTpaHEHHBIM METOAOM JIOKAJIbHOIO
KOHTPOJISI Hall 3a00IeBaHIEM BILIOTh 40 KOHIIa XX B. SIB-
JISTOCh OPTaHOYHOCSIIIEEe XUPYPTIIeCKOe BMEIIATEILCTBO,
KOTOPOE B YCIOBHSIX OTPAaHUIEHHBIX METOIOB PEKOHCTPYK-
LIMY TTO3BOJISIIIO 00ECIIEUYNTDh PAIUKaIbHOCTD PE3eKIINU
omnyxoinu [4, 5]. Ha cerogHsAIIHMIA JeHb «30JI0ThIM CTaH-
nIapToM» JiedeHus nmauueHToB ¢ OC saBiseTcs NpoBeaeHNe
OPraHOCOXPAHSIOIINX OIePALINii, B TO BpeMsI KaK IToKa3a-
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HUSI K OPraHOYHOCSIIEMY XUPYPIrUIECKOMY BMEIIATEIb-
CTBY KpaliHe OrpaHMYEHBI M BKJIIOYAIOT BOBJIICUCHHUE CO-
CYIMCTO-HEpBHOIO ITydKa M HaJudue 00pa30BaHUS
TUTAHTCKUX pa3MepPOB, COIPSLKEHHBIX ¢ HEBO3MOXKHOCTBIO
nmoctkeHnss RO-pe3ekiiny u/mian BBITOJTHEHUSI PEKOH-
CTPYKTHUBHOTO 3Tara JIedeHUS (IIpU €ro HeOOXOIUMOCTH)
[25, 26]. B cBA3M ¢ 3TUM ITPOBEAEHNE OPTaHOYHOCSIIIINX
oIeparmii pacCMaTpUBaeTCs KaK METOI JIOKAJTbHOTO KOHT-
poJId y IAIIMEHTOB ¢ 00Jiee pacIIpOoCTpaHEHHBIM OITyXOJIe-
BBIM IIPOIIECCOM U, KaK CIEACTBUE, C HEOJIArOIPUSITHBIM
nporHo3oM. Tak, B ucciegoBaHuu A. Weiss 1 coaBT. opra-
HOYHOCSIIee XUPYyPruIecKoe BMEIIaTeIbCTBO IIPOBEICHO
B 77 % cny4aeB, a 5-netusiss BCB B maHHO# rpymie co-
craBuia 47 % niporus 100 % B rpyrire, rae METOIOM JIO-
KaJIbHOTO KOHTPOJISI Hajl 3a00JieBaHUEM ObLIM OPraHOCOX-
pansiiomue onepauyu [10]. B uccnemoanuu J. Yin v coaBT.
MIPOBEACHIE OPTaHOYHOCSIIIETO OTIEPAaTUBHOTO BMEIIIATE b~
CTBa TaKxKe OBUIO aCCOLMMPOBAHO C XYILINMU pe3yiIbTraTa-
Mmu neveHus (5-netHsss BCB cocrasuia 28 % npotus 66 %
COOTBETCTBEHHO) [12]. DTO MOIHOCTHIO COTIacyeTcs ¢ IMo-
JIy4eHHBIMU HaMM pe3yJIbTaTaMu (CM. TaoiI. 3).

Eme omHuMM KI049eBHIM (haKTOPOM, BIMSIOIIUM
Ha MPOrHo3 3a00J1€BaHUs MALMEHTOB C YCTAHOBJIEHHBIM
nurarHo3oM OC, aBisieTcs cTerieHb TepareBTUYECKOTO Ma-
ToMopdo3za [3, 15]. CormacHo pe3ynsraTaM UccaeI0BaHUi
G. Baccci n coaBr., A. Angelini u coaBT., A. Weiss 1 coaBT.
U IPYTUX TOCTVKEHHME XOPOIIIETO OTBEeTa Ha IIpemoIepa-
muoHHylo ITXT (1. e. HanuuMe neyedbHOro Mmatomopdosa
III u IV cremneneit) accoMUpOBaHO C JIYYIIMMU ITOKa3a-
teassmu BeokuBaemocTu ipu TOC [6—11]. I1pu aToM MH-
TepecHoil ocodeHHocThIo TOC sBNsIeTCs, TO-BUINMOMY,
OoJbIas XUMUOYYBCTBUTEIFHOCTD OITYXOJIM K CTaHAAPT-
HbIM pexxnmaM [1XT [6—11]. Tak, ypoBeHb XOPOIIUX OT-
BETOB B pa3HbIX UCCIEI0BAHUSIX BapbupyeT oT 75 1o 96 %
(cM. Tabs. 4). B HaleMm uccaenOBaHUM XOPOIINA OTBET
Ha HeoaxbioBauTHYI0 ITXT Habmonancsa B 76,3 % ciyda-
eB. KpoMe Toro, ypoBeHb xopomux orBeToB Impu TOC
3HAYUTEILHO BbILIE, YEM MPU IPYIrUX TMCTOJOIMYECKUX
BapuanTtax OC. B uccnegoBanuu S. Ferrari u coaBT. OH
coctaBui 92 %, B TO BpeMsI Kak JJIs1 OCTEO0IaCTUYECKOIO,
XOHIIpOOJIaCTUYECKOTO U (PUOPOOIACTUIECKOTO BApUAHTOB
OC He npesbiian 68, 48 u 64 % coorBeTcTBeHHO [27].
Cxoxxue pesynbraThl nojydeHbl G. Bacci m coaBT.:
pu KoHBeHIMOoHaabHO# OC ypoBeHb TaKMX OTBETOB CO-
cTaBuII 10 68 % NpoTrB 96 % Tpy TeJeaHTMIKTaTHISCKOM
Bapuante OC [9].

MEI ipearionaraeM, YTo IMEHHO MOP(OIOrnYecKue
ocobernHoct TOC, a Takke BBICOKAsi XMMHUOYYBCTBUTEIb-
HOCTb OITyXOJIM MOTYT BJIMSATH Ha PE3YJIbTAThl JICUCHUS
nmanueHToB ¢ Metactatndeckumu opmamu TOC. To maH-
HBIM HAIlleTO HCCJICIOBAHUS, HaJIMYME YaCTUUYHOTO
WIX TIOJTHOTO OTBETa METACTaTUYECKUX 0YaroB B JIETKHUX
paaMoIOrn4ecKu moaTBepxaeHo B 11 (58 %) ciyuasx,
YTO HETUMNHUYHO IJisi Kjaccuyeckoro BapmaHTa OC.
[1pu 5TOM pe3ynbTaThl JIeUCHUS MAIMEHTOB C MHUIAAIb-
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HBIM METACTaTUYECKUM ITOpPaXXeHHUEM JIETKUX, KOTOPHIM
IIpOBeIeHa TOPAKOTOMMUSI C METaCTa3d9KTOMMUEH, COITOCTa-
BUMBI C TAKOBBIMU B TPYTITIE MAIIMEHTOB, KOTOPHIM OTepa-
s He ripoBoauiaack. ITokazatens S-nerHeit BCB B atnx
2 rpymirax coctaBui 46,3 % nipotuB 42,9 % cOOTBETCTBEH-
Ho. B uccnenosanuu A. Weiss 1 coaBT. TOJBKO Y 1 13 4 11a-
LIMEHTOB C MHUITMAIBHBIM METACTaTUIECKUM MOPaXKeHUEM
JIETKMIX OTMEUYEHO ITOJTHOE HUBEJIMPOBAaHME 0YaroB Ha (poHe
IIXT, on xuB 6e3 npusHakoB 3aboneBanus [10]. JanHoe
HaOmoaeHe TpeOyeT AalbHEeHUIero aHaam3a, OMHAKO MOXKET
CIIY>KHTh 000CHOBAaHMEM ISl YTOYHEHUS IIOKa3aHUM K IIPO-
BeIeHuto Topakoromuu ipu TOC.

PesynpraThl paHHUX MCCICIOBAaHMI, TTOCBSIIIEHHBIX
pesyabrataM JiedeHus: OC, CBUIETENBCTBYIOT O XyILIEM
nporHo3e mpu TOC 1o cpaBHEHNIO ¢ KOHBEHIMOHAIBLHOMN
OC [5]. OnHako naHHOE HaOJIIOIeHNE OTTPOBEPTHYTO JaH-
HBIMU, TTOJTydeHHBIMU A. Weiss 1 coaBrT.: 5-netHue OB
u BCB nipu TOC pocturm 67 u 58 % nporus 58 u 44 %
npu kiaccudeckoit OC [10]. Bro cormacyercs ¢ pe3yibra-
Tamu uccaenoBannii G. Bacciu coasr., S. Ferrari u coasr.,
A. Angelini u coasr. [9, 11, 27]. Kpome Toro, maHHBIE, TTOITY-
yeHHbIe B xone ucciegosanuss EURAMOS-1, cBuneTennb-
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CTBYIOT 0 ToM, 4TOo Haymmuue TOC siBiisieTcst 01aronpyusITHBIM
¢akropom mporHo3sa [3]. 1o pe3yabraTam Haliero muccie-
JIoBaHWUsI, TAe 3a 0CHOBY B34T pexkum [1X T, mpegycMoTpeH-
Helii mpotokosioM EURAMOS-1 (cxema MAP), 5-neTHsst
OB u BCB cocrasuim 73,4 u 57,3 % cOOTBETCTBEHHO,
YTO TaKKe MoaTBepkaaeT TOT ¢akT, uto TOC He saBnsieTcs
IMPOTHOCTUYECKY HEOIarOnpUsTHBIM (DAKTOPOM.

3akntoyeHue

TeneanrmskraTuyeckass OCTeOCapKoOMa IIPEACTABISIET
co6oi1 penkuit BapranT OC, KOTOPBIT MMeeT XapaKTepHbIe
PAIMOJIOTHYECKYIO ¥ MOPGOIOTMUYECKYIO KapThHBI. [1pen-
CTaBJICHHOE VICC/ICIOBAHNE SIBIISICTCST KPYITHEHIITM U3 OITy-
OMMKOBaHHBIX paboT, mocBseHHbXx TOC y manneHToB
miamire 18 et. PesynsraTsl teueHmst 60abHBIX ¢ TOC co-
ITOCTaBMMBI ¢ TAKOBBIMU TTpM Kitaccudeckoii OC, a Hamaue
TeneaHTnaKTaTndeckoro Bapyranta OC He cOnmpsKeHO ¢ He-
0J1aronpusITHLIM IPOTHO30M 3a00JI€BaHMSI.

C yuetom ocobenHocTteit TOC u ee 60mbIIEi XUMNO-
YYBCTBUTEILHOCTH TPEOYIOTCS HaTbHEHIINEe UCCIeI0Ba-
HUsI, HallpaBJICHHbIE Ha ONTHMU3AILIMIO JICUCHUS IeTeit
1 TIOAPOCTKOB C TAaHHBIM 3a00JICBAaHHEM.
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be3onacHocTb U 3(p(peKTUBHOCTb BbINOJIHEHUA
PaAMoYacToTHOM abNaumm Npu JeCMOUAHOM
thubpomarose MArkKUx TKaHen

A.M. TI'aaycros, E.A. Cymennos, JI.A. Copponos, A.K. Baimes, B.b. Matsees, A.B. @®enoposa, T.A. Makaposa,
B.IO. Boxsan, A.C. Acradyposa, K.H. Maromenosa, H.C. baokun

DBIY «Hayuonanvhbiii meduyunckuii uccaedosamenvciutl yenmp orxonoeuu um. H. H. broxuna» Munsopaea Poccuu; Poccus,
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KoHTaKThl:

Aptem MapatoBuy lanyctos artem115583@mail.ru

BeepeHue. [lecMouaHblit pubpomaTos — peakas, NoKanbHO arpeccBHas ONyXosb, Pa3BUBAIOLWLAACA U3 COEAUHUTENBHON
TKaHW W XapaKTepu3yioWwasncs MECTHOLECTPYMPYIOWMM, MHBA3UBHbLIM POCTOM, BbICOKMM NOTEHLMANOM PELUAMBUPOBAHUA
1 OTCYTCTBMEM COCOBHOCTH K METACTa3MpOBaHUI0. B nocnefHWe rogbl NpeAnpuHATHI YCUAUS N0 CTaHAAPTU3ALMUM NIEYEHNS
3T0ro 3a60/1€BaHUS, HO BCE COBPEMEHHbIE METOAbI TEPANUU UMEIOT HEAOCTATKM U HEe rapaHTUPYIOT OTCYTCTBUS NPOrpeccu-
poBaHus 3a6oneBaHus.

Llenb uccnepoBaHus — olieHUTb 6e30MacHOCTb U 3P HEKTUBHOCTb MCNONb30BAHWA PAAMOYACTOTHOM abnaLyum y NnayueHToB
C AeCMOUJHOM ONyX0Nbo.

Martepuanbl n metoabl. B uccnefoBaHue BKAOYEHb 9 B3POCAbLIX NALUEHTOB 060MX MONOB (4 MYMKUUHBI U 5 KEHILUH)
B BO3pacTe 21-65 et ¢ Mopdosoruyecku BepuduLMpOBaHHBIM AMArHO30M AeCMOUAHON QUOPOMBI MATKMUX TKaHen 3Kc-
TpaabAoMuHanbHOI Nokanusauuu. B uccnegyemoit rpynne Bcem nauueHTam Ao BbINONHEHUS Mpoueaypbl NPOBOAMIM
KOHTpoNbHOe ob6cnefoBaHue. BosgeiicTene Ha AecMoupHylo GuOpoMy NPoOBOAMAM MOITANHO HEGOMbWMMKU 0OBEMAMM
(2-50 cm®) c yueTom pa3mepoB 06paszosaHuii. OueHKy 3hheKTUBHOCTM ONpeaensnu no perpeccuu 6onesoro CUHALPOMA
no wkanam VAS n Watkins, a Takxe Ha 0CHOBaHUM aHanu3a obuiero coctosiHus no wkane KapHosckoro. OueHky 6esonac-
HocTu nposopunu no wkane Clavien—Dindo.

Pe3synbTartbl. [lpoBefeH aHanus guHamuky 6onesoro cuHapoma no wranam VAS u Watkins go u nocne nonyyeHus neyenus
naumentamu. Mo wkanam VAS (p = 0,004) n Watkins (p = 0,014) oTmMevanucb CTaTUCTUYECKN 3HAYMMble U3MeHeHus. bone-
BOW CMHAPOM y NauueHToB perpeccuposan fo 50 %, a NpoLeHT 0TKa3a OT NpueMa aHaNbreTUKOB BbIPoC [0 66,7 %. Takxe
B MpoLiecce aHanM3a obLero cocTosHMA no Wwkane KapHOBCKOro 0TMEYanuch CTaTUCTUYECKW 3HAYMMble U3MEHEHUSA
(p=0,015). BoiseneHo noBbilweHue cpeaHero nokasarens Ao 90 %. OCNoXXHEeHUI Ha MOMEHT UCCNE[OBAHNSA He 0BHAPYKEHO.
3akntoueHue. PagumoyactotHas abnauus nokasana cebs kak 6e3onacHbll U IPAEKTUBHBIN METOS TeYEHUSA JECMOUAHBIX
thubpom, Ho TpebyeT ganbHeiwero UCCIeA0BaHMsA Ha GOMbLEM YUCTE NALUEHTOB.

KnioueBble cnoea: gecmonaHbiit hubpomaros, gecmongHas hubpoma, paamodactotHas abnaums

Ina uutuposanua: fanycros A.M., Cywenuos E.A., CoppoHos [1.W. n gp. besonacHocTb 1 3 HEKTUBHOCTb BbIMONHEHNUA
panMoyacToTHoW abnaumu npu fecMonaHom gubpomarose MATKUX TKaHen. CapKoMbl KOCTEN, MATKUX TKAHEeR 1 onyxonu
Koxu 2025;17(3):57-67.
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SAFETY AND EFFICACY OF RADIOFREQUENCY ABLATION IN DESMOID-TYPE FIBROMATOSIS

A. M. Galustov, E.A. Sushentsov, D.1. Sofronov, A. K. Valiev, V. B. Matveev, A.V. Fedorova, T.A. Makarova, B. Yu. Bokhyan,
A.S. Astafurova, K. N. Magomedova, N.S. Babkin

N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoe Shosse, Moscow 115522, Russia

Contacts:

Artem Maratovich Galustov artem115583@mail.ru

Introduction. Desmoid-type fibromatosis is a rare locally aggressive tumor originating in connective tissue and characterized
by locally destructive invasive growth, high recurrence potential and absence of metastases. In recent years, attempts
to standardize the treatment of this disease were made but all current therapy methods have disadvantages and do not
guarantee absence of disease progression.

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK 2025 | Tom17 | Ne3

57


https://creativecommons.org/licenses/by/4.0/

58

CAPKOMBI MATKMX TKAHEM |

Aim. To evaluate safety and efficacy of radiofrequency ablation in patients with desmoid tumors.

Materials and methods. The study included 9 adult patients of both genders (4 men and 5 women) aged 21-65 years
with morphologically verified diagnosis of desmoid tumor of the soft tissues with extra-abdominal location. All patients
in the study group underwent control examination prior to the procedure. The treatment was performed in several
stages at low volume (2-50 cm3) taking into account tumor size. Efficacy was determined using pain syndrome
regression per the VAS and Watkins scale, as well as Karnofsky Performance Status Scale. Safety was evaluated per
the Clavien-Dindo Scale.

Results. Analysis of pain syndrome dynamics per the VAS and Watkins scale before and after treatment was performed.
For both VAS (p = 0.004) and Watkins scale (p = 0.014), statistically significant changes were observed. Pain syndrome
decreased to 50 %, and the percentage of patients declining analgesics increased to 66.7 %. Analysis of the performance
status per the Karnofsky scale also showed statistically significant changes (p = 0.015). Mean value increased to 90 %.
No complications were reported at the time of the study.

Conclusion. Radiofrequency ablation showed itself to be a safe and effective method for treatment of desmoid tumors.
However, further studies are necessary involving more patients.

Keywords: desmoid-type fibromatosis, desmoid tumor, radiofrequency ablation

For citation: Galustov A.M., Sushentsov E.A., Sofronov D.I. et al. Safety and efficacy of radiofrequency ablation
in desmoid-type fibromatosis. Sarkomy kostei, miagkikh tkanei i opukholi kozhi = Bone and Soft Tissue Sarcomas,

Tumors of the Skin 2025;17(3):57-67.

DOI: https://doi.org/10.17650/2219-4614-2025-17-3-57-67

BeepeHue

JlecMougHast omyXojb, WIM AecMouaHas (pudpoma
(A®D), — penkoe 10OPOKAYECTBEHHOE, HO JIOKAJIGHO arpec-
CHBHOE HOBOOOpAa30BaHME, Pa3BUBAIOIICECS U3 COCTMHM-
TEJILHOU TKaHU, XapaKTepU3yIoleecs IIepeMEeHHBIM 1 Ya-
CTO HEIpeacKa3yeMbIM KIMHUYECKUM TedeHueMm. P
OTHOCHUTCSI K IIPOMEKYTOUHOMY TUITY (POPOOIACTUIECKIX
OITYXOJIEH, XapaKTePU3YIOIIMXCS MECTHOAECTPYUPYIOLLIUM,
WHBA3UBHBIM POCTOM, BBICOKMM ITOTCHIIMAJIOM PELIUIBH -
POBaHUS W OTCYTCTBHEM CIIOCOOHOCTH K MeTacTa3upoBa-
HHIO. DTO TOBOJIFHO PEAKasl MaTOJIOTUS COSTUMHUTEILHOMN
TKaHU ¢ 4acTOTOM 2—4 citydast Ha 1 MJIH 4eJIoBeK, COCTaB-
Jsmonias He 6ojee 0,01—0,03 % Bcex omyxoJieil MITKUX
TKaHei. JIP pa3BUBaIOTCS M3 MBIIICYHO-AITOHEBPOTUIECKIX
CTPYKTYp WJI1 pyOLIOBOI TKaHU B pe3yJibTaTe IepeHeCeHHOM
TPaBMbI WJIM XUPYPTUYECKOTO BMEIIATEIHLCTBA U MOTYT
BCTpeYaThCs B JII0OOI aHATOMUUYECKOM 00JIaCTU YesloBeue-
cKoro opranusma [1, 2].

Boigensior abgomuHanbHble D, nokanusyooniuecs
B MSITKMX TKQHSIX MepeiHeit OPIOIIHOM CTeHKI; UHTpaao-
JTOMUHAJIbHBIC, UCXOISIIIE 13 ME3EHXMMAIIBHBIX CTPYKTYP
OpbLXEMKIN KUIIKK, 3a0pIOIIMHHOIO MPOCTPAHCTBA U Ma-
JIOTO Ta3a; 3KCTpaabJOMUHAIbHBIC, JIOKAIN3YIOIIUECS
Ha roJIOBE, 1lIe€, KOHEYHOCTSX, IVICYEBOM MOSICE, TPYAHON
CTEHKe, ITOSICHUYHOM 00J1aCTH; a TAaKKe C MYJIBTH(OKATb-
HBIM POCTOM.

CornacHO OoTeuecTBEeHHBIM U 3apyoexkHbsiM (Harmo-
HaJIbHAasI BCeOoOIIIasi OHKOJIOTMYECKAsl CeTh) PeKOMEHIAII-
sIM, BapraHTHI JiedeHus1 [1 P 3aBUCST OT JIOKATU3ALIMH OITy-
XOJIM, BEPOSITHOCTH €€ IIPOTPECCUPOBAHNS Y TIPEATIOYTCHUIA
nauueHToB. Ha 1-M 3Tarne pekoMeHayeTcsl akTUBHOE Ha-
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omoneHue. Takoil mepBoHaYadbHbBIM MOAXOM HE BIMSIET
Ha 3(pPEeKTUBHOCTh MOCIEAYIOMINX METOAOB JICUCHUS
[1—4]. TakuM 00pa3oM, OyIy4Ir OCTOPOXKHBIM U TTO3BOJISIS
M30eraTh MOTCHIMAIBHOTO Bpela B ONBITHBIX PyKaX, aK-
THUBHOE HAOJIONEHNE CUYMTAETCS MEPBBIM IIIarOM ITOCTIe
MOCTAHOBKM IMarHo3a y 00/bIIMHCTBA nalueHToB. Hu xu-
PypruyecKkoe BMEIIaTeIbCTBO, HU Ipyrue (pOpMBI aKTHB-
HOTO JICUCHUsI He TPEIjIaraloTcsl B Ka4eCTBe IIepBUIHOMN
TepaIny IIpU ITOCTaHOBKe auarHo3a. C yueToM Hempem-
CKa3yeMOro TeUeHHs 3a00JIeBaHMSI aKTUBHOE JICUCHHE CIIe-
JIyeT pacCMaTpUBaTh TOJIBKO B CIIydae CTOMKOTO IPOrpec-
cupoBanus [3, 4]. [IporpeccupoBaHyie MpU OTHOKPATHOM
00cIeIoBaHNK, 0COOEHHO TIPY OTCYTCTBUU CITELIM(PUUSCKIX
CHMIITOMOB 1 B HEKPUTHICCKIX aHATOMUYECKHX yIacTKaX,
caMo 10 ceOe He TOJDKHO pacCMaTPUBaThCs KaK ITOKa3aHUe
K HEMEIJICHHOMY HaJyaJly aKTUBHOT'O JICYCHUS.

AKTHBHOE HaOJIOIeHNE O3HAYaeT, YTO MAIMECHTHI
JTOJDKHBI HAXOIUTHCS IO €XKeMECIIHBIM KOHTPOJIEM Me-
TOIIOM MarHUTHO-pe30HaHCHOM ToMorpaduu (MPT) (wnu
koMnbloTepHOM ToMorpacduu (KT), ecmm MPT HeBo3-
MOXHAa) B TeueHue 1—3 Mec; Mpu OTCYTCTBUM MPOTPECCu-
pOBaHUS — TIepeXo] Ha MHTEPBAJI pa3 B 3 Mec U Jajiee pas
B 6 Mec/1 ron. PelieHue 00 akKTUBHOM JIEYCHUU CIIEAYET
OTJIOXKUTD /10 MOSIBJIEHHMSI OCJIEAYIOIIETO MPOrpeccupoBa-
HUS WINA YCWICHUS BRIPAXKEHHOCTH CUMITTOMOB, OIICHHBA-
€MOT0 C ITOMOIIIBIO T10 KpaiftHel Mepe 2 DOOJTHUTEIbHBIX
oocnenoBaHuii. PaKTUIECKN 3Ta TaKTHKA ITO3BOJISIET M3-
0eKaTh YPE3MEPHOTO JICYCHHS TTAIIMEHTOB, KOTOPHIE MOTYT
CITOHTAaHHO PErpecCUpOBaTh, 1 IMPEISITCTBYET JICUCHUIO CTa-
OWJIbHBIX MALIMEHTOB C HEBBIPAXKEHHOI CUMITTOMATHUKOIA [5].
OmHaKo, KOTIIa OIyX0JIb JIOKAIU3YETCs OIM3KO0 K KpUTHYC-
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CKHM CTPYKTYpaM, KOTOPbIE MOTYT IIPEICTABIISITH 3HAUM-
TEJIbHYIO YIPO3Y IJIS KU3HU TMalleHTa (Harpumep, OpbI-
XKeeyHasT HeAOCTaTOYHOCTh Wik J® ToJIOBH U IIIeH),
MOXKET OBITh IIPUHSTO PeIIeHNe O paHHEM HaJyajle aKTUB-
HOI1 Tepanuy B CBSI3U C BRICOKMMU YIPO3aMHU XU3HU IT1a-
mueHrTa [2].

I1pu BEIOOpPE XMPYPrudecKoro mocoous Kax 1-i TmHumn
Tepanuy HeOOXOIMO PYKOBOICTBOBATHCS BEPOSITHOCTHIO
pagukanbHoro ygaiaeHus omyxonu (R0) u cobmoneHuem
MIPUHINATIOB QYTISIPHOCTH MPU TUTAHUPOBAHUM OIIEPATHUB-
HOT'O BMEIIIATEIbCTBA. DTO 0OCOOEHHO MPUMEHUMO IS pac-
noyioxxeHust JIP Ha 6prourHoii creHke. PaccMoTpeTh Bo3-
MOXHOCTh BBIIIOJIHCHUSI IIUTOPEIYKTUBHBIX OIlepaIluit
ONTHUMAJIbHO IIPU XU3HEYTPOXAIOIINX COCTOSHUSIX
WV CUJIbHOM OO0JIEBOM CMHIPOME, 3HAYMTEIBHO CHIKA -
IOLLIEM KayeCTBO Xu3HU [2, 6—9].

JlydeBasi Tepamnusi ¢ TUTIEPTEPMUEH SIBISICTCSI «30JI0THIM
craHgapToM» JiedeHus 1P ¢ mporpeccupyonmM TeIeHI-
eMm. Ha ocHOBaHUM pe3yJabTaTOB PETPOCIEKTUBHBIX HC-
CJIeIOBAHMI PUCK IIPOTrPeCCUPOBaHMS 3200 IeBaHMS TTOCIIC
TOJILKO JIy4eBOM Tepanuu coctasisieT 19 % nporus 29 %
nocne Toabko onepanyu [10]. [Tpu nodbaBneHnn 1y4eBoit
Teparuu K Xupypruueckomy rmocoduto Haba01am10Cch CHU-
JKEHME OXKMIAeMOT0 aOCOJTIOTHOTO PHCKa PELIMIMBa TTOCIIe
onepauuu Ha 12 % (25 % npotus 37 %) [11—14]. Pe3yib-
TaT TOCJIE JIYIEBOM TepallMM aHaJOTUYeH TaKOBOMY
IIPpY COYETAHUU XUPYPIUIECKOrO BMEIIATEILCTBA U JTIyJe-
Boii Teparuu (23 % npotus 22 %) [15—17].

BapuaHThl cicTeMHOr0 ieKapcTBeHHOTO JedyeHus Jd
BKJTIOYAIOT aHTUTOPMOHAIBHYIO TePAITNIO, HECTEPOUITHBIC
IIPOTUBOBOCIIAINTENIbHBIE TTpeTapaThl, THTUOMTOPHI THPO-
3MHKWUHA3bI M1 HU3KWE TO3bI WM OOBIYHBIC CXEMBI XMMUO-
Teparyy, BKIIIOYAsT JIMTTOCOMAIBHBIN JOKCOpyOuIvH [ 18—21].
Taxke B nekabpe 2023 . YripasieHue 1o CaHUTApHOMY HaJl-
30py 3a KaYeCTBOM MHIIEBBIX IIPOAYKTOB M MEAUKAMEHTOB
(CIIIA) 3aperucTprpoBajo HOBBIH Ipernapat AJisl JIeYeHUS
J1® — HUporaiecTaT, 4acToTa OOBLEKTUBHOTO OTBETA Y KO-
TOporo Obula 3HauuTeabHO Bbilie (41 % mnportuB 8 %;
2 <0,001) mo cpaBHEHMIO C TPYIIIION, ITOTyJaBIIIei TUIale00
[22]. N3-3a OTCYTCTBUSI CpaBHUTEIBHBIX MCCIIETOBAHUI He-
BO3MOXHO YCTAHOBUTb OKOHYATEJIHPHYIO ITOCJICIOBATEIb-
HOCTb CUCTEeMHBIX BApUAHTOB JieueHM. B 11e1o0M pasymHo
CHauaJja MPUMEHSTh MeHee TOKCUIHYIO Teparuio, a 3aTeM
MTO3TAITHO BBOAUTH 0OJIce TOKCHYHBIC areHThI. M3 MHOXe-
CTBa BO3MOXHBIX BAPMAHTOB CUCTEMHOTO JICUCHMS TIPEe-
JIaraeTcs BEIOOP CXeMBI TePaITiy ¢ YIETOM YPOBHSI TOKa3a-
TEJIbCTB, OOIIEHl CKOPOCTH OTBETa, BBLKMBAEMOCTHU
0e3 IIPOorpecCpoOBaHMS, IIPOCTOTHI BBEACHNS M OXKMIAEMOI
TOKCUYHOCTHM BBOAMMOTO Ipenapata [1, 2, 21].

B nocneaHue rogsl HabupaeT MOIMYJISIPHOCTh HOBBIM
METOJl MAJIOMHBA3MBHOTO XU PYPruIecKoro jedeHus 1P —
pagmodactotHas adnamus (PYA). IlepBriii ciydait mpu-
MEHEHHUSI 3TOro Meroma 3adukcupoBaH B [OHKOHTe
B 2007 1., Xorga ygadyHo ObUIO mpoBeneHo jJedeHue P
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MOSICHUYHOM 00J1acTu ¢ monHbIM 3pdekToM [23]. bes-
PELMINBHBIN IMEpHOA HA MOMEHT ITyOJIMKAIIMK OITMCAHMUS
KJIMHWYECKOTO caydasi cocTaBuia 28 Mec. B manmbHeiem
IaHHBIA MeToHd Nponorkuau uccienonaTth B CIIA, roe
B 2009 . mpencTaBuIM HaHHBIC 4 KIMHUYECKUX CITyJacB
neyenust 1P c momornbio PYA. Pesynbrarel Takke oKasza-
JIMCh OOHAIEXKUBAIOILIMMU: O€3peLIIMBHASI BBLKUBAEMOCTh
nauueHToB cocTaBuiia 2 roga [24]. CxomHble pe3ynbTaThl
WCCIIeNOBaHUI 1 KIIMHUISCKNX HAOTIONCHUI ITyOIMKOBa-
ymck B Utamuu B 2014 1. [25]. B 2022 . 8 KuTae orny06amko-
BaHBI JaHHBIE MHOTOJICTHETO BelAeHMs mamueHTa ¢ JdP
OTPOMHBIX Pa3MepOB, KOTOPOMY ITIAHOMEPHO BHITTOIHSIIN
abJIaLnIo KpUTUYECKMX TOYEK OITyX0iu [26].

B auBape 2024 1. Ha yueHOM coBete HMUII oHKoOJTO-
ruu uMm. H.H. bioxuHa yTBepXaeHO NpoBeAeHUEe MPO-
CIIEKTUBHOTO KIIMHUYECKOT'O MCCJICIOBAHUS 10 N3YUYECHHIO
6e3omacHOCTA U 3P PekTuBHOCTH npuMeHeHUss PUA
1S JiedeHust 60bHbBIX JID.

e nccnenoBanmus — OLICHUTDH Oe30IacHOCTh U 3 deK-
TUBHOCTB Ucnojib3oBanust PYA y maumenToB ¢ J1®.

Marepuansbi u metopbl

B mccinenoBaHne BKIIOYEHBI B3POCIbIC IMAIIMCHTHI
¢ Mopdotornyecku BepupUIIMpoOBaHHBIM AuarHo3om Jd
MSTKHUX TKaHEW 3KCcTpaadJoMMHAIbHOW JIOKAJIU3aLUU.
B uccnenyemoii rpymme BceM HalldeHTaM J0 BBIITOJHEHYS
MpoLEeAypPhI IIPOBOAMIA KOHTPOJIbHOE 00caenoBaHue. Bo3-
JIEHCTBUE HA COMMIHYIO TKaHb JIP MpoBOIMIIN C TTOMOIIBIO
BBICOKOYACTOTHBIX PaINOBOJIH, KOTOPHIE TEHEPUPYIOT JI0-
kanbHbI HarpeB 70—90 °C B meneBoit oomactu. [Iponemypst
MPOBOIMIM MO3TAIHO HEOOIbIIMMU 00beMaMu (2—50 cm?)
C y4eToM pa3MepoB oOpa3oBaHuii. Yepes 1 Mec BbIMOIHSUIU
oleHKY 3¢ dekra ¢ moMmoipio MPT- u KT-uccinenoBanmii
U B CJIly4ae OOHAPYXXEHHUS CONUIHBIX KOMIIOHEHTOB OITyXOJ!
ITPOBOIMJIY ITOBTOPHOE XUPYPTUUECKOE JICUCHUE C IIOCIIEy-
IOIIMM aKTHMBHBIM HaOJoneHueM depes 1 mec. B ciyuae
OTCYTCTBMSI COJTMAHOIO KOMMIOHEHTa 3(P(PeKT OLeHNBAIN
0 00BEMY HEKPOTUYECKOT'O MIPOLIECCA Y OTCIEXKUBAIN B AU-
HaMmMKe Kaxable 3 mec. [lepBuuHast KOHeUHasT TOYKa HC-
CJIeIOBaHUS — KIMHIYECKUI 3¢deKT (CHIDKeHMe 60JIeBOro
cuHapoMa no mkanaMm VAS u Watkins). BropynuHoii KoHeu-
HOI TOYKOU MPUHSITO OTCYTCTBUE JAHHBIX O IIPOIPECCUPO-
BaHUM 3a00JIeBaHMS B TeUeHHUE 24 Mec IToc/ie OKOHYAHUS
JICYCHMUSI.

Ha MoMeHT HaInmcaHusI CTaThH B HAIIl LIEHTP C STHBAPSI
2024 1. obpatmimch 22 nmanyenTa ¢ guarHosom I d skc-
TpaabAOMMHAJbHOM JIoKanu3auuu. TpyuHaauaTh NalueH-
TOB HE BKJIIOYEHBI B KJIMHUYIECKOE HCCICIOBAHNE BBUIY
60J1b1I0T0 00beMa omyxouu (>500 cm?), HesKCcTpaabmo-
MMHAJIbHOM JIOKaIU3aIIK MM O€CCUMIITOMHOTO TEUCHMS
U cTabMIM3alMy 3a00J€BaHusl, HE MPEIoJaralomx BBe-
JIeHUsI aKTUBHOU TaKTUKU JICUCHUS.

B KOHTpOJIBHYIO TPYIIITY BOIIUIM 9 MALIMEHTOB (4 MyX-
YUHBI K 5 XKeHIIMH) B Bo3pacTe 21—65 net. CpeaHuii 00b-
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eM orryxoyi coctaBui 102,79 cM3, caMoi 4acTo JIOKAJIU -
3allMeil 0OKa3aJuCh MITKHWE TKAHU SITONMYHON 00JacTu
(3 cirygas). Y 4 mauneHTOB MpH 00CIeIOBAHUY BBISIBJICHA
CBSI3b C KPUTUICCKUMU CTPYKTYPAMMU: B 2 CIIy4asix apTepust
¥ BeHa IpUJIeXkalIu K OIyX0oJu, y 1 ImamueHTa OH! Ipo-
XOOWJIU B €€ TOJIIE, B 4 CIIydasx K OITyXOJU MpPHIeXKall
HepB. YKCII0 MepBUYHBIX ALIMEHTOB COCTABIIIO 2, JIeKap-
CTBEHHOE JICUYCHME ITPOBEACHO 2 MalleHTaM, JIydeBasi Te-
panus — 3, Xupypruyeckoe mocoome mpuMeHsIIA B 7 ci1y-
yasx. Jlo mpoBenenus nedeHus: (PYA) 8 mammeHTOB
XayioBaJuch Ha 060J1eBoit cuHapoM. CpeaHuii ToKa3arelib
no VAS no Hauvana jedeHus coctaBun 4 + 3 Oanna,
o Watkins — 1 6ayu1. O011iee COCTOIHME TTAlIMEHTOB OLE-
HUBaJU 110 1KanaMm KapHoBckoro u BocrouHoii Koomnepa-
TUBHOI OHKOJIOTMYECKOM TPYIIIbI, HA 10JIeueOHOM 3Tare
cpennue nokasarenu coctabwm 80 % u 1 £ 0 6aioB co-
OTBETCTBEHHO. AHAJIBIETUKU (HECTEPOUTHBIC ITPOTUBO-
BOCITAJINTEIbHBIC TIpeTapaThl) Ha IOCTOSSIHHOM OCHOBE
MPUHUMAJIN 2 TTAaleHTa; IepUOINIeCKU Mpu 60X — 4,
Kypcamu — 2, He mpuHUMal 1 manueHt (tadi. 1, 2).
JannbiM nauveHTaM BoimonaHeHo 37 PYA. Cpennee
BpeMs mpoueaypbl coctaBuwio 32 (16—242) MuH, Bpems
Bo3aeiicTBus Ha 1 30HY — 8 (3—10) MuH. CpenHee YKnCiIo
MUCIOJIb3YeMBbIX UL IJIs1 1 MpoLeaypbl COCTAaBUIO 6 LIT.

B 51,4 % cny4yaeB TeMIlepaTypHBbIl PEeXUM COCTaBUII
90°C,B48,6 % — 70—80 °C. B 86,5 % nipouieayp 371eKTpo-
Il paboTaIX B OUIIOJISIpHOM T1ape IpotuB 13,5 % B MOHO-
IoJIsIpe. AHECTE3UIO B OOJIBIIMHCTBE CIy4aeB IMTPOBOIMIIN
MecTHYIO (7 = 31), B 3 ciry9asix — IpOBOIHUKOBYIO (0710~
Kaja Iyie4eBoro crureteHus). [1py naHHBIX MAHUITYJISIIIA -
SIX HaBUTALWI0 mpoBoAuiu ¢ rmomolbsio KT, O6muit Hap-
KO3 IIPUMEHSIIU B 3 OIlepaItusix, Ie HaBUTAINe TTOCITY KT
VJIBTPa3BYKOBOM KOHTPOJIL (Ta0II. 3, 4).

Pe3synbrathl

Hamu npoBeneH aHaniu3 AMHaAMMKUA 060JIEBOIO CHUH-
npoma no mkanaM VAS u Watkins 1o 1 rmociie moyrydeHust
nalyeHTaMu JiedeHus (tabi. 5, 6).

PesynbpraTsl IIpoOBeIeHHOIO aHaIM3a IIOKa3ajw,
yto 110 mKaiaam VAS (p = 0,004) m Watkins (p = 0,014) ot-
MEYaINCh CTATUCTUYECKY 3HAUNMbIEe U3MeHeHMsI (puc. 1).
BosieBoii cMHIPOM Yy MaLIMEHTOB perpeccupoBai a0 50 %,
a TIPOIEHT OTKa3a OT IIpHMeMa aHaJIbIETUKOB BBHIPOC
10 66,7 %.

Taxkxe B mpoluecce aHajiu3a OOIIEro COCTOSHUS
1o mKkaje KapHOBCKOro oTMeYaIiCh CTAaTUCTUYECKHY 3Ha-
yumble n3MeHeHus (p = 0,015), moBbIIIIeHNE CPEIHETO
nokasaressi 10 90 % (tabi. 7, puc. 2).

Tabnuua 1. OnucamensHas cMAMUCMUKG KONUYECMBEeHHbIX nepemerHbix (n=9)

Table 1. Descriptive statistics of quantitative variables (n=9)

IToka3aresib
Bo3pacr, et
Age, years

Poct, cm
Height, cm

Macca tena, KT
Weight, kg

Wnnmekc Maccel Te1a, Kr/m?
Body mass index, kg/m?

Cymma 6aiioB no nikasie ECOG
ECOG score

CocrosiHue 1o mikane KapHosckoro, %
Karnofsky performance status, %

Yucno npoueayp paavo4acTOTHOM abaaluu
Number of radiofrequency ablation procedures

Cpennee 3Hauenne + cTanaapTHoe

Ilpumeuanue. ECOG — Bocmounas Kkoonepamuenas oHKoA02U4ecKds epynnd.

Note. ECOG — Eastern Cooperative Oncology Group.

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

OTKJIOHEHHE/MeUAHA Min Max
39,3 £ 14,3 21,0 65,0
168,3 £ 9,0 154,0 182,0
77,8 20,9 50,0 112,0
27,20 + 5,87 19,29 36,21

1£0 1 1
80 70 90
4+3 1 10
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Tabnuua 2. OnucamesibHas CMaMUCMUKGA KaMe20PpUasbHbIX NepeMeHHbIX

Table 2. Descriptive statistics of categorical variables

95 % nosepuTeb-

IToka3arenn n (%) HbIii HHTEPBAJI
[Ton:
Gender:
JKEHCKUI 5(55,6) 21,2—-86,3
female
MYKCKOM 4 (44,4) 13,7-78.8
male
Tum omyxosu:
Tumor type:
MepBUYHAS 2(22,2) 2,8—60,0
primary
MPOJOJDKEHHBIA POCT 3(33,3) 7,5-70,1
continued growth
peuauB 4 (44,4) 13,7-78,8
recurrence
Jlokanuzaius:
Location:
HYDXHSISI KOHEYHOCTh 1(11,1) 0,3—48,2
lower limb
MSITKWE TKaHU CITMHBI 1(11,1) 0,3—48,2
soft tissues of the back
HaJKJIIOYMYHas 00J1acTh 1(11,1) 0,3—48,2
supraclavicular area
MOIMBbIIIEYHast 001acTh 1(11,1) 0,3—48,2
armpit area
SITOAUYHAas1 001acThb 3(33,3) 7,5-70,1
gluteal area
MSITKHE TKaHU KPeCTIia 1(11,1) 0,3—48,2
soft tissues of the sacrum
MSITKY€ TKaHU TIO/JI0Ia- 1(11,1) 0,3—48,2

TOYHOM 001acTH
soft tissues
of the subscapular area

Tabnuua 3. Xapaxmepucmuka 8bInosiHeHHsIx npoyedyp (n = 37)
Table 3. Characteristics of the preformed procedures (n=37)

IToka3arennb

Bpewmsi, MuH
Time, min

Yucio uri, 1rT.
Number of needles, items

OObEM BO3IEHCTBUS, CM>
Volume, cm?®

Oo11ee BpeMst BO31eiiCTBUSA Ha 1 30HY, MUH
Total time of treatment of 1 zone, min

Bpewmst Bo3neiicTBUSI MyJIbC-peXUMa, MUH
Pulse regimen time, min

Bpewmst Bo3neiicTBus TepMoadIald, MUH
Thermal ablation time, min

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

95 % moBepuTeIh-

IToka3aresb Hblii HHTEPBAJ

n (%)

JlekapcTBeHHOE JieUeHUE:
Drug treatment:

He MPOBOINJIOCH

no

MPOBOANIOCH

yes

7(77,8) 40,0-97,2

2(22,2) 2,8-60,0

JlyueBas Tepamnus:

Radiation therapy:
He MPOBOAWIACH
no
MPOBOAMIIACH
yes

6 (66,7) 29,9-92,5

3(33,3) 7,5-70,1

XUpypruyeckoe JeyeHue:
Surgical treatment:

HE TPOBOIUIIOCH

no

TPOBOAMIIOCH

yes

2(22,2) 2,8-60,0

7(77,8) 40,0-97,2

[Iprem aHaIbreTUKOB:

Analgesics administration:
HET 1(11,1)
no
MEePUOANIECKH TTPU OOJISIX
periodically
in the presence of pain
KypcaMu
courses
TIOCTOSTHHBIN
constant

0,3—48,2

4 (44,4) 13,7-78.8

2(22,2) 2,8-60,0

2(22,2) 2,8-60,0

Menuana (min—max)

32 (16—242)

6 (2—10)

8 (2—48)

8 (3-11)

1,0 (0,5-6,0)

5(2-10)
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Tabnuua 4. OnucamesibHas CMAMUCMUKA KAME20PUATbHbIX NepeMeH- a
Hbix 013 npoyedyp paduodacmomuol abnayuu

Table 4. Descriptive statistics of categorical variables for radiofrequency 6
ablation procedures

N

Parameter

VAS score

Temmneparypa, °C:

Temperature, °C:
70—80 18 (48,6)
90 19 (51,4)

N

Bannbi no wkane VAS /

PexxuM paGoThI 3JIEKTPOIOB: [lo neyenunsa / Mocne nevenna /
Electrode regimen: Prior to treatment After treatment
MOHOITOJISIPHBIIA 5(13,5)
monopolar
OGUITONApHAs MMapa 32 (86,5) 2,0
bipolar pair

D\

Hasurauus:

Navigation:
KOMITBbIOTEPHAS TOMOTpadust 34 (91,9)
computed tomography
YJIBTPa3BYKOBOE MCCJIEJOBaHUE 3(8,1)
ultrasound

= -
k=) w

Watkins score

o
)

AHecTe3us:
Anesthesia: 0
MeCTHast 31 (83,8) -
local [lo neyeHunsa / Mocne neuenna /

MPOBOJHMKOBA 3(8,1) Prior to treatment After treatment
conduction

obuias 36,1)
general Puc. 1. Ananuz duramuku no wranam VAS (a) u Watkins (6)
e Fig. 1. Analysis of dynamics per the VAS (a) and Watkins scale (6)

Bannbi no wkane Watkins /

Tabnuua 5. Aranuz ouHamuku no wrane VAS (n=9)
Table 5. Analysis of dynamics per the VAS (n=9)

Observation stage Mean = standard deviation 95 % confidence interval

Jlo neyeHust
Prior to treatment

0,004*

ITocne neueHus
After treatment

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

Tabnuua 6. AHanu3s duHamuku no wikane Watkins (n=9)
Table 6. Analysis of dynamics per the Watkins (n=9)

1

Ho neyeHus 1-2
Prior to treatment Qi
Iocne neyeHus 0 0—1 ’
After treatment

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

*Statistically significant differences (p <0.05).
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Tabnuua 7. Ananus duHamuru no wrane KapHosckozo (n=9)
Table 7. Analysis of dynamics per the Karnofsky (n=9)

Ortan HabmoneHns Menunana
A A Ql_Q:; P
Jo nedyeHust 80 70—80
Prior to treatment
0,015*
Tlocne neyenus
After treatment 90 L
*Pazaunus cmamucmuyecku 3navumot (p <0,05).
*Statistically significant differences (p <0.05).
%
100 /‘\
60 == [lo neyenwun / Prior to treatment
40 == [locne neuenwnsn / After treatment
20
O T T T T T T T T
1 2 3 4 5 6 7 8 9
Homep nauwueHTa / Patient number
Puc. 2. AHanu3 duHamuku no wkane KapHoB8ckozo
Fig. 2. Analysis of dynamics per the Karnofsky scale
KnuHunueckun cnyyai
Ilayuenm, 36 rem, o6pamuncs 6 Hayuornanshwlii meouyun- Ilayuenmy vinonnena buoncus o6pa3o8anus, no pe-
ckuil uccnedosamenvckuil yenmp um. H H. baoxuna 6 mapme — 3ysbmamam Komopoi mopghonsoeunecku noomeepicoer
2024 2. 0ns npoxodcoeHUst KOHMPOAbHO20 00CAe008aHUs ¢ Jdca-  Qubpomamo3s decmoudnoeo muna. Ilo pezyrvmamam Kow-
A06amu Ha manywue 6oau (VAS 3; Watkins 1), rokanusyrowue- — cuauyma nayueHma pexomeH008aH0 8KAHYUMb 8 KAUHU-

51 8 MACKUX MKAHSIX KPecmuyo6oil obaacmu u Mewiaioujue gecmuy  yeckoe uccaedosarnue u gsinoanums PYA JID. Ilayuenmy
akmuenulii oopas xcuznu. Ilayuenmy pexomendosano MPT-  ewvinoaneno 3 nocaedosamenvroix kypca PYA 6 anpene,
uccnedogatue, no pe3yavmamam Komopoeo 8 CMpyKmype molul-  urone u okmsaope 2024 e. ¢ nomoubio paduo4acmomozo
Ubl, BbINPAMASIOUCI NO36OHOYHUK, CAe8a BblgeHO okpyeroe  eeHepamopa gupmer Cosman. Pabouas memnepamypa
00pazoeaHe MKaHesoll NIOMHOCMU ¢ Hewemkumi, HepoeHvimy  cocmaguna 90 °C, darumenvHocms 8030eiicmeuss — 8§ MUH
Koumypamu pazmepamu 2,6 x 1,1 x 1,4 cm (puc. 3). (puc. 4, 5).

ﬁﬁ;*’

Puc. 3. Pesynbmamsl MazHUMHo-pe30HaHcHol momozpaguu om 03.2024. [lecmoudHas ubpoma 8 cmpykmype Mbilliybl, Bbinpamasiouwel no-
3BOHOYHUK, cnesa pasmepamu 2,6 x 1,1 x 1,4 cm

Fig. 3. Results of magnetic resonance imaging from 03.2024. Desmoid tumor in the erector spinae muscle on the left, size 2.6 x 1.1 x 1.4 cm
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Puc. 4. [JuHamuka decmoudHoli ¢pubpomsl 8 npoyecce paduoyacmomHol abaayuu: a — pe3yibmamsl MA2HUMHO-pe30HAaHCHOLU momoapaguu
om 05.2024. B cmpykmype Mbilybl, BbINPAMAAIOWEL NO3BOHOYHUK, C1e8a BbIABNCHO HEOOHOPOOHOE COUOHOe BepemeH006pasHoe 06pas3osaHue
pazmepamu 2,6 x 1,1 X 1,4 cm; ommedeHOo nossiieHue UuOPO3HbIX y4acmKos; 6 — pe3ynbmams| MazHUMHO-pe30HaHcHou momoapaguu om 07.2024.
Mbiwiya, 8bINPAMAAIOWAA NO3BOHOYHUK, C NPUHAKAMU BbIPAXEHHO20 omeKa ciesd. Ha amom goHe 8 cmpykmype paxee BbIA8NEHHO20 Bepeme-
HO06Pa3H020 06pa30B8aHuUs ommeyeHsl YUOPO3HbIe ydacmyu (paHee conudHol CMpyKmypsl) ¢ HeYemKUMU, HepPOBHbIMU KOHMYpamu. 3a nepuod
HabodeHUs omMeyeHo nossneHue YUOPO3HbLIX YYACMKOB U BbIPAXEHHO20 OMeKa 8 CMPYKMype Mbiluybl, BbINPAMAAIOUel NO3BOHOYHUK, Clesa;
8 — pe3yibmamsl Ma2HUMHO-Pe30HaHCHOU momoepaguu om 12.2024. N3meHeHus 8 cmpyKkmype Mblly, BbINDAMAAIOWUX NO3BOHOYHUK, C/le8d
He npomugopedyam gubépomamosy decMoudH020 muna nocsie nposedeHHo20 eyeHus. 3a nepuod HabO0eHUs omMeyeHa NONoKUMENbHAS
OuHamuKa 8 Bude COKpaLyeHus MONLUHbI y4acmKa pubpo3HOLU CMPYKMYpPbl 8 MOLYe MbILLY, BLINPAMAAIOWUX NO3BOHOYHUK, C/IEBA, YMEHbIICHUS
BbIPAXEHHOCMU NEPUPOKATLHO20 OMeKa

Fig. 4. Dynamics of desmoid tumor during radiofrequency ablation: a — results of magnetic resonance imaging from 05.2024. In the erector
spinae muscle on the left, a heterogenous solid spindle-like tumor of size 2.6 x 1.1 x 1.4 cm is visualized; appearance of fibroid areas is noted;
6 — results of magnetic resonance imaging from 07.2024. Erector spinae muscle on the left with signs of significant edema. In the structure
of previously found spindle-like tumor, fibrous areas (previously with solid structure) with ill-defined irreqular margins are visualized. During
observation, appearance of fibrous areas and significant edema in the erector spinae muscle on the left were noted; 8 — results of magnetic
resonance imaging from 12.2024. Changes in the erector spinae muscle structure on the left do not contradict desmoid-type fibromatosis after
treatment. During observation, positive dynamics in the form of decreased thickness of the fibrous structure in the erector spinae muscles
on the left, decreased perifocal edema were observed

Puc. 5. Annapamypa dns paduoyacmomuodi abaayuu u npumep ycmaHosKu uzn: a — 3D-peKoHCmpyKyUA YCmaHoBMeHHbIX 8 0eCMOUOHYIO ubpomy uan
0515 npogedeHus paduoyacmomHol abnayuu; 6 — paduosacmomnbili 2eHepamop G4 komnanuu Boston Scientific (COSMAN); 8 — uena 0ns npogedeHus
paduodacmomroli abnayuu

Fig. 5. Radiofrequency ablation equipment and an example of needle installation: a — 3D reconstruction of needles installed into desmoid tumor
for radiofrequency ablation; 6 - radiofrequency generator G4 by Boston Scientific (COSMAN), 8 — needle for radiofrequency ablation
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Ha momenm nanucauus cmamou y nayuenma omme4a-
AUCL NOAHOe Kynupoeauue 6o0negoeo cundpoma (VAS 0;
Watkins 0), a maxyce omcymcmeue peyuousa /[P 6 meuerue
9 mec.

06cyxpaeHune

Henb neyenus JI® — nocTikeHNE TOKAIBHOTO KOHT-
posisi 3a00J1eBaHKSI, HO BEIOOD MOAXOASILET0 MeTo1a 1S e
peaNM3aly MOXET OBITh CJIOXKHBIM, ITOCKOIBKY (DYHKIIH-
OHAJIbHBIE 1 KOCMETUYECKIUE PE3YIbTaThl KaXKI0T0 MEeToIa
JIOJIXKHBI PACCMATPUBATBCS UHAUBUAYAIBHO JJIS KaXI0TO
namueHTa. Jleuenune JI®D gBusieTcsd CIOXHON 3amaveit
IIJISI XUPYPIOB, IIOCKOJIBKY IIPY 9TOM 3a00JIeBaHUH HE CO-
OJ1t0Aal0TCsl OOBIYHBIE XMPYypPTUYeCcKre MpaBuia B OTHO-
IIEHUH OTCTYIIa pe3eKUnn 1 peunnusa. [lokazareaun jgo-
KaJIbHOTO KOHTPOJISI TTOCJIE OIIepAlIi MOTYT 3HAUUTEILHO
BapbUPOBAaTh B 3aBUCHMMOCTHU OT COCTOSTHUSI XUPyprude-
ckoro kpasi. Bo nsbexanue MHBanMIU3alMU MallMeHTa
HEKOTOPBIC XMPYPTU MOTYT COTJIAaCUTHCS Ha MEHEe paau-
KaJIbHBIN Kpaii, 4To BeAeT K petuanBaM [6—9]. Jobapie-
HUE TI0C/IeolepallMOHHON Iy4yeBoii Tepaluu JaeT Ooee
BBICOKUI TTPOLIEHT MECTHOTO KOHTpous [11—14]. JlyueBas
Teparnusi 6e3 IMOIBITKA Pe3eKIINN TAKKe JOCTUTIA XOPOIINX
PE3YJIBTaTOB B HEKOTOPBIX MCCIICIOBAHUSIX, OMHAKO OHA
YacTO IMPUBOIUT K JOJATOCPOUYHBIM ITOOOYHBIM 3(pheKkTam,
CBSI3aHHBIM C BO3IEMCTBUEM BBICOKHMX 103 OOJIyYeHUS
[15—17]. HecmoTpst Ha MCcOIb30BaHUE XUPYPTUUYECKOTO
BMeIIaTeIbCTBA 1 JIydeBo Tepanuu, y 19—37 % marueH-
TOB HaOJII0HAeTCSI MECTHBIH peruaus [11—17].

[NoTeHmanpHAs CIOXKHOCTD XMPYPrUYECKOTo BMEIa-
TEJIbCTBA U JIy9eBOI TepaIliy, a TAKKe BBICOKASI 9acTOTa

MECTHBIX PELIMINBOB ITOOYIMIN HAC U3YYUTh BO3MOXHOCTD
ucrojb3oBanus PUA B kauectBe BapuaHTa JeyeHus JD.
Meton PUA B neuenun (pmbpomMarosa 10CTaTOYHO XOPOIIIO
3apeKOMEHIOBAJI ceOsl B MUPE U IIPUMEHSIETCS BO MHOTMX
CTpaHax, OJHAKO BCE eIlle HeIOCTaTOYHO PaCIIPOCTPaHEeH
B CBSI3M C OTCYTCTBHEM pe3yJbTaTOB MCCICOOBaHUIA
Ha OOJILIIIOM KOJIMYECTBE MalyeHToB [23—25]. D10 mo-
OyIriI0 HaC MPMMEHUTH TaHHBINM MEeTOI BIiepBbie B Poccum.
IMpeumymectBo PUA 3akmiouaercs B TOM, YTO 3TO MUHU -
MaJIbHO MHBa3WBHAs M, KaK ITOKA3aJIM PE3YJIBTaThl HAIIIE-
IO MCCJIeNOBAaHMSI 1 MUPOBOM OITBIT KOJUIET, Oe30macHast
mpoleaypa. 3a IIpoBeAcHHBIC 37 olepamuii y Hac He BbI-
SIBJICHO HM OHOTO OCJIOXXHEeHUsI. Ham elte ToIbKO mpe-
CTOUT OLIEHUTH 3(PPEKTUBHOCTL METOMA B JOJITOCPOYHOMN
MePCIIeKTUBE, HO Y& MOXHO yTBepxXaath, yto PHA 1D
9KCTpPaadIOMUHAIBHOM JIOKAIN3aIM ITOKA3bIBaeT I10-
JIOXKUTENbHBIN KITMHUYECKUI 3P PEKT.

3aknueHue

PaguoyacroTrHasa abimanus mokasayia ced0s1 Kak 0e3-
OIacHbIN 1 3¢ GeKTUBHBIN MeToA JiedeHus JIP HeOoNbImX
pa3MepoB AKCTpaabJOMUHANbHON JoKanu3auuu. Takxke
JIAHHBII METOJ MOXKET CTaTh MHOr0OO0EIIaIoIIeH ajlbTep-
HATUBOI HEpaaMKaJbHOTO XUPYPTUIECKOTO ITOCOOUS
IIJIST OITyXOJIel OOJIBIIIOrO pa3Mepa MpU HEBO3MOXKHOCTU
IIPOBEICHUS JIy9eBOI Tepaluy WK JOIIOJTHEHUEM K Cy-
IIECTBYIOIINM JIEKaPCTBEHHBIM METOIAM JICUCHUS IS OCY-
IIECTBICHUS TIOKAJIBHOTO KOHTPOJIS IIPU IIPOrPecCrpoBa-
HUM U1 00J€BOM CUHAPOME y IauueHTa. JJaHHbII MeToz,
TpeOyeT NaTbHEUIIEro UCCAEI0BAHMS Ha OOJbILIEM YUCTIE
MMAIIeHTOB.
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BBepeHue. MenaHoMa KOXU — 3/10KaYeCTBEHHAs ONyX0Jib HEMPOIKTOAEPMANbHOMO MPOUCXOKAEHUSA, UCXOAALAs U3 Me-
NIAaHOLMTOB (MUrMEHTHBIX KNEeTOK) Koxu. OHa XapaKTepu3yeTcs arpecCMBHbIM TeYEHWEM, BICOKUM PUCKOM METacTa3npo-
BaHUs U NPOrPeccMpoBaHus.

Llenb uccnepoBaHua — peTpocneKTMBHOE U3yYeHUe UCXOL0B XMPYPruYeCKoro leYeHns MeNaHoMbl KOXH C BbINONHEHUEM
OMONCHUU CUTHANBHOTO TMM(ATUYECKOrO Y3/1a U NOCNEAYIOWEero BMeWaTeNbCTBa Ha PernoHapHbix IMmMbaTnyeckux yanax,/
HabI0AeHUA 1 oLeHKa (haKTOPOB PUCKA NPOrpeccMpoBaHns 3aboneBaHus.

Martepuanbl u meToabl. [poBeseHO PETPOCMEKTUBHOE KOTOPTHOE UcCiefoBaHue Ha 6ase Huxeropoackoro o6nactHoro
KJIMHUYECKOTO OHKONOTMYECKOro AucnaHcepa. B uccnegosaHue BKIOYEHb! NALMEHTbI C MEIAHOMOM KOXK, NoyYaBline
XUPYPruYecKoe SieyeHne C BbINosHEHMEM BUONCUM CUTHANBLHOO NMMdATUYECKOro y3na.

PesynbTatbl. [poBefeH aHanu3 hakTopos pUcKa NporpeccMposaHus 3a6onesaHus, NPOAEMOHCTPUPOBAHO Hebaaronpu-
ATHOE MPOrHOCTUYECKOE 3HAYEHUE TONWMUHBI U HANUYUA U3bA3BNEHUA NEPBUYHONM ONYXONHW, NPUCYTCTBUA METACTa30B
MeNaHOMbl B CUTHANbHOM TMM(bATUYECKOM y3ie, a TaKKe BO3PACcTa NaLMEHTOB U APaiBepHOi MyTaLuu onyxonu. Beinon-
HeHue nuMbaZeHIKTOMUN nocne GMONCUM CUTHANBHOTO NMMGATUYECKOro Y31a U N0KaNU3aLUs ONyXoiu He OKasanu
BAMAHMA HA UCX0g 3ab0eBaHus.

KnioueBble c0Ba: MenaHOMa KOXM, CUTHANbHbIi ﬂMMd)aTMHeCKVIVI y3en, GMONCUS CUTHANBHOTO IWIM(baTVILIECKOFO y3na,
MeTacTasupoBaHue, d)aKTOD pUCKa
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ROLE OF SENTINEL LYMPH NODE BIOPSY IN DETERMINATION OF EXTENT OF SURGERY
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Introduction. Cutaneous melanoma is a malignant tumor of neuroectodermal origin developing from melanocytes
(pigment cells) of the skin. It is characterized by aggressive growth, high risk of metastasis and progression.

Aim. Retrospective study of outcomes of surgical treatment of cutaneous melanoma with biopsy of the sentinel lymph node
and subsequent intervention on regional lymph nodes/observation and evaluation of risk factors of disease progression.
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Materials and methods. Retrospective cohort study was performed at the Nizhny Novgorod Regional Clinical
Oncological Dispensary. The study included patients with cutaneous melanoma who underwent surgical treatment with
biopsy of the sentinel lymph node.

Results. Risk factors for disease progression were analyzed, and the unfavorable prognostic value of the thickness
and presence of ulceration of the primary tumor, the presence of melanoma metastases in the sentinel lymph node,
as well as the age of patients and the driver mutation of the tumor were demonstrated. Lymphadenectomy performed
after a biopsy of the signaling lymph node and the localization of the tumor had no effect on the disease outcome.

Keywords: cutaneous melanoma, sentinel lymph node, sentinel lymph node biopsy, metastasis, risk factor
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BeegeHue

MenaHoMa KOXU TIpeacTaBisieT CO00i He TOJIbKO Me-
MULIMHCKYIO, HO ¥ CEPhE3HYIO COLMATbHO-3KOHOMMUYECKYIO
npobjeMy, TIOCKOJIbKY IToKa3aTeJlu 3a001eBaeMOCTU T10-
CTOSTHHO pacTyT Kak B Poccum, Tak u B Mupe, a JIeUeHUe
METacCTaTHYCCKOM MEJIAaHOMBI C MCIIOJIb30BAHUEM COBpE-
MEHHBIX TapTeTHBIX 1 UIMMYHOOHKOJIOTMUECKHX ITperapa-
TOB SIBJISIETCS CYIIECTBEHHOM (PMHAHCOBOI HATpy3KO
17151 1I000i# crcTeMbl 3apaBooxpaHeHus [1]. C 3Toii Touku
3peHusI KpaliHe BaxKHOI 3agayeii SIBIsieTcs olleHKa (pak-
TOPOB PUCKA MPOTPeCCUPOBAHUS 3a00IeBaHUS IJISI BbI-
pabOTKM ONTHUMAJILHOIO IIaHA JieYeHUs] OOJIbHBIX Mep-
BUYHOU MEJIAHOMOM.

Mertacta3bl B peTHOHAPHBIX JIUMGbATUUECKUX y3J1axX,
KOTOpBIE€ BCTpedaroTcs npuMepHo y 20 % manueHToB
C ONYXOJSIMH CPeIHEe! TOMIUHEBL (>1—4 MM), SIBISIIOTCS
OIHUM M3 HEOJIaronpHUsITHBIX (PaKTOPOB TCUCHUS METaHO-
MBI [2]. X cyliecTBeHHOE OTpUIIATEIbHOE BIUSHUE
Ha BBIXXHWBAEMOCTbh MPOAEMOHCTPUPOBAHO B OOJIbIIOM
yuciie uccaeaoBanuii [3]. CooTBeTCTBEHHO, MPU IJIaHM -
POBaHUU XUPYPTUIECKOTO JICUSHHS OOJIBbHBIX METAHOMOM
BCTaeT BOIIPOC 00 ONTUMAJIBHOM 00beMe TUMPaneHIKTO-
vy (JIAD) B cirydae OTCYTCTBHSI KITMHUYECKMX ITPU3HAKOB
nopaxXeHus TnM@aTtrudeckux y3a0B. CTaHIapTOM OLICHKU
MX 3aMHTEPECOBAHHOCTH SIBJISIETCSI OMOTICUSI CUTHAJILHOTO
(ctopoxesoro) mumdartuyeckoro ysna (BCJIY) [4]. Cur-
HabHBIN TuMbatndeckuit yzen (CJIY) — mepBsrii B 6ac-
CeifHe pernoOHapHBIX TUM(PATUISCKUX Y3JI0B, B HETO IIPO-
HWCXOIUT OTTOK JIUM®MBI U3 ONpeaeIeHHON 00IacTh Teja
yesioBeka [5]. Ero MoXHO JIOKaIM30BaTh C IIOMOILBIO TAKUX
METOIOB KOHTPACTUPOBAHUS, KaK PaIMOHYKIUIHBIM,
PamMOHYKIMIHO-BU3YaJIbHBIN, (hJIyOPEeCIIEHTHBIN, Mar-
HUTHBIM, a TAKXKE METO KOHTPAaCTHOM JmMdorpadumn [6].
HawuGonee yacto nmpuMeHsieTcsl paqoOHYKIUIHO-BU3yalb-
HBIN METOJ, KOTOPBI 00ecrieynBaeT 95 % TOYHOCTh MIEH-
mudukaunu [6]. BCJIIY saBisieTcst MOAX0IOM C BHICOKMM
YPOBHEM H0Ka3aTeIbHOCTU, 3(PPEKTUBHOCTh KOTOPOTO
MOATBEPXKAEHA B TaKUX McCaeqoBaHMAX, Kak MSLT-I
u MSLT-II [7, 8].
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Panee mpeamosnaraioch, 9YTO BBISIBICHUE METaCTaTH-
yeckoro nopaxenus CJIY gBisercs nmokazaHueM JJIs TT0-
cienyloleil peruoHapHoi tuMdoaucceKunu. MHoroser-
HSIS KIIMHAYECKAs IPAKTHKA M Pe3yJIbTaThl UCCICIOBAHMI
C BKJTFOUEHHEM OOJIBIIIOrO YMCITa TAIIMEHTOB ITONTBE POV,
YTO €€ BBIIIOJHEHME HE OKAa3bIBaeT BIMSHUS Ha MCXOI
3a00JIeBaHUS, BBI3BIBAS TIPU TOM ITOOOUYHBIE (P PEKTHI,
3HAYUTEIbHO BIIMSIONINE Ha Ka4eCTBO KU3HU. B mccie-
nmoBanun DeCOG-SLT cpaBHMBanuCh pe3yabraTol JIAD
IIPY MOPaxkK€HHBIX TUMGATUISCKUX Y3JIaX MO0 JaHHBIM
BCJIY n nuHamunyeckoro HabmoaeHus. Pe3yabraThl uc-
clieoBaHMS He TIoKa3aau pa3indunii B o01eit u 6e3peLu-
JIUBHOI BEDKMBACMOCTH ITAIITMEHTOB, KOTOPBIM OBbLIa ITPO-
BeaeHa JIAD, o CpaBHEHMIO ¢ JaHHBIMM Ha0MoaeHus [9].
B unccnemoBanmu MSLT-II 3-1meTHsIsI BRIXKMBaeMOCTh
B rpynmnax JIAD u 1MHaMUYeCKOTo HaOMIOAEeHUS TakxKe
He pazmmyanach [10]. B uccnenoBanum H. Baecher u coaBT.
B pe3yJbTaTe PeTPOCIIEKTUBHOIO aHaIM3a 0a3bl JaHHBIX
MHOTOLICHTPOBOTO MOMYJISIIIMOHHOTO KIMHNYECKOTO OH-
kosorudeckoro peructpa (2004—2020) orMedeHO OTCYT-
CTBHUE pa3Inuuii B 001Iel 1 6e3peliuABHON BBLKMBAEMO-
CTU TalMeHTOB, MepeHecmux JIAD, mo cpaBHEHUIO
C MaluMeHTaMM, HaXOAMBIIMMMUCS 1o HabmoaeHueM [11].
[MosryyeHHbIC TaHHBIC TPUBEIN K U3MECHEHUIO KIIMHUYE-
CKOM IPAaKTUKH M OTKa3y OT PyTMHHOTO IIPOBEICHUS pe-
TMOHAPHOU TMMMOINCCEKIINY TIPU BEISIBICHUHN METacTa-
308 B CJIV.

Xota poab BCJIY B olleHKe pacrpoCTpaHEHHOCTH
1 BBIOOpE TAKTUKM JICUCHUS] MEJIAHOMBI KOXW HE BBI3BI-
Bae€T COMHEHMI, a TpoLeaypa BKIOYEHA B POCCUMCKUE
U 3apyOeXHbIe KIMHUYECKIE PEKOMEHIALIMU, OCTaeTCs
Impo0JieMa BBIIEICHMS TPYIII pUCcKa U ITONCcKa (haKTOPOB,
BJIMSIONINX Ha Pa3BUTHE PELIMANBA 1 IIPOrHO3 3a00J1eBa-
HUS ITAIlIeHTOB.

Iemn ncenenoBannst — peTPOCIIEKTUBHOE N3YYCHUE MIC-
XOIOB XMPYPIMUECKOTO JICYCHUS MEeJIAHOMBI KOXHU C BbI-
nonHenreM bCJTY u nocnenyrolero BMelaTeILCTBa Ha pe-
TMOHAPHBIX TMM(MATUISCKUX y3J1aX,/HaOMIOIeHS 1 OlLICHKA
(hakTOPOB pHCKA MPOrpecCUPOBAHMS 3a00ICBaAHNS.
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Ta6nm|,a 1.,aaHHble 0 nayueHmax, BK/J1lO4eHHbIX 8 uccnedosaHue
(n=307)

Table 1. Data on patients included in the study (n = 307)

XapakrepucTuka n

ITon:

Gender:

MYKCKOM 198
male

KEHCKUIA 109
female

Bospacr, ner:

Age, years:

20—-39 25
40—59 105
60—79 160
>79 17

Hannune n3bs3BIeHUS OITYXOJIN:

Tumor ulceration:

BBISIBJIEHO 175
present

He BBISIBJIEHO 132
absent

Jlokanu3aiust omyxoiu:

Tumor location:
roJIoBa U IiIest 8
head and neck
IpyaHas CTeHKa 26
thoracic wall
OpIoIIHAs CTeHKa 17
abdominal wall
CIIMHA 133
back
BEPXHSISI KOHEYHOCTh 57
upper limb
HUXKHAS KOHEYHOCTD 66
lower limb

TonmmHa omyxouu, MM:

Tumor thickness, mm:
<1 72
>lu<2 74
>2u<4 87
>4 72
HE yCTaHOBJICHA 2
unknown

Hanuuue npaiiBepHOIl MyTaliuu:

Presence of driver mutation:

BBISIBJICHA 88
present

He BBISIBJICHA 219
absent

M3MeHeHMsT perMoHapHBIX TUM(aTUIeCKUX

Y3JI0B I10 TAHHBIM YJIBTPa3ByKOBOTO

HCCIIeIOBaHMSI:

Changes in regional lymph nodes per ultrasound:
BBISIBJICHBI 56
present
HE BBISIBJICHEI 251
absent
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Marepuansbi u metopbl

XapakTepucTvKa NaMeHToB

[IpoBeneHO PEeTPOCIEKTUBHOE KOTOPTHOE OXHOILICH-
TPOBOE MCClIeqOBaHuEe Ha 0a3e 6-ro OHKOJOIM4eCKOro
otaeneHus Huxxeropoackoro 061acTHOro KIMHUYECKOTO
OHKOJIOTUYECKOI0 IucIaHcepa. BhIoMHeH aHaIn3 qaH-
HbIX 307 IALIMEHTOB C MEJIAHOMOI KO, KOTOPHIE MOJTY-
YaJu XUPyprudeckoe JeUeHHe 1Mo MOBOIY JAHHOTO 3a00-
JieBaHUd 3a riepuon ¢ sHBapsg 2022 1. mo gekabppb 2023 .
(tabu. 1). B uccinemoBanue BKIIIOYAIN TTAIIMEHTOB, KOTO-
pbiM ObuTa BeimotHeHa BCJTY. T1anmeHThI ¢ BBISIBIEHHBIMUA
Ha 3Tare ITOCTAaHOBKM AUarHo3a MeTacTa3aMi B peTHOHAP-
HBIX TUMMATUIIECKUX y3J1aX B MCCIICIOBAaHNE HE BKIIOYCHBL.
Cpoxu HabOmoneHY 3a MaleHTaMU COCTaBWIM 8—44 Mec
(MemuaHa — 22 Mec).

Merton paaHOH30TONHOTO KOHTPACTHPOBAHHUS

CHTHAJIbHBIX JIUM(ATHIECKHX Y3JI0B H OIXOIbI

K JICYEHHIO

Jung xontpactupoBanus CJIY Bo Bcex cliydasix Mc-
noab3oBanu mnpemnapat Nanotop B go3e 10—110 mBK
(B cpenneM 60 MBK). IIpenapar *™Tc-Nanotop — Me4eH-
HbIN P Tc KOJTTOMAHBINA aTb0OYMUH, IPUMEHSIEMBIN B pa-
JTHOMEIUIIMHCKOM IIPaKTUKE TJIaBHBIM 00Pa30M JIJIST JIMM-
¢orpacdum ¢ ucrosb3oBaHUEM JTUM@POCUMHTUTPADUN
1 MHTpaonepannoHHoro BeisgBiaeHus CJIY. IIpenapat
BBOIWJIM BHYTPUKOXHO B 4 MecTaX BOKPYT ONYXOJH
WIN TI0c/IeoIepalinoHHoro pyoia. Yepes 40 MuH mocie
BBeIeHUs pagrodapMIIpeniapaTa IIpOBOIMIN UCCIeI0Ba-
HME Ha TMOPUIHOM amnmapare OfHO(POTOHHON 9MUCCUOH-
HOI KOMITBIOTEPHO TOMOTpadpuy, COBMEIIICHHOM ¢ KOM-
nblotepHoii Tomorpadueit, GE Discovery NM/CT670
¢ MoJy4yeHHeM u3obpakeHunii Mecta HaxoxaeHuss CJIY
(MM OoCHMHTATPaAMMA).

Bo BpeMs omepalinu, Mmojb3ysCh JaHHBIMH JTUM®O-
CIIMHTUTPAaMMBI, XUPYPT HAXOIWJI TUMGMATUICCKHUE Y3IIBI
¢ MaKCHMMAaJIbHBIM HaKOIUICHHWEM paarodapMIIpenapaTa
¢ nomomkio ramMMa-gerekropa Rad Pointer Gamma
(000 «Menukop®apma — Ypai»). [1ocie 3Toro BeIIOJI-
HSUIY TIpOLeAypy yaaneHus 1—3 muMdbaTnaecKux y3JoB.
VnaneHHbIe TUM@aTHICCKHE Y3JIbI HATIPABIISUIM B IIATOJIO-
rOaHATOMUYECKYIO JIAOOPATOPHIO IS TNIAHOBOTO THCTO-
JIOTUIECKOTO MCCIIea0BaHusA. B caydae oTCyTcTBUS MeTa-
CTa30B IIPY CTAaHAAPTHOM OKpaIlIMBaHUM T€eMaTOKCIMHOM
1 303MHOM IIPOBOIWIM UMMYHOTHCTOXMMUYECKOE HC-
clleloBaHUE C MPUMEHEHUEM CICAYIOIINX MapKepOB:
Melan A, HMB45, Thyrosinase, SOX10.

JlanbHEHIIYI0 TAKTUKY JISYeHUSI TIallMeHTa 00CyXIaau
Ha BpaueOHOM KOHCHJIMYME ITOCJIe TIOJYYeHUS Pe3yJIBIaTOB
TMCTOJIOTMYECKOTO MCCIIeNOBaHM. Bonpoc o BHIIOTHEHUHT
perroHapHoii JIAD B ciiydae 0OHapy:KeHIsI MUKPOMETACTa30B
B CJIY obcyxknanu ¢ TallieHTOM. AJIBTEpHATUBOIA BBITIOJTHE-
HusI 6e3omararebHoi JIAD cTano Tiareib-HOe HaOMoaeHYe
33 perOHapHbBIM JTMM(MOKOJUIEKTOPOM C TIOMOIIIBIO SKCITEPT-
HOTO YJIETPa3ByKOBOTO MCCiIeA0BaHMs pa3 B 3 Mec [4].
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Janee npoBoaniv HabMIOAEHUE 3a TTALIMEHTAMU U aHa-
M3 (paKTOPOB, KOTOPBIE MOTJIM ITOBIUSITH HA BO3HUKHO-
BEHME COOBITHS (TIPOrPeCCpPOBAaHUE W CMEPTh OT JII000it
MIPUYUHBI). YIUTHIBAIN KOJIUICCTBCHHBIC (TOIIMHA TIep-
BUYHOI OITyXOJIM, BO3pACT ITAIIMEHTOB) 1 KAYeCTBCHHBIC
(mpucyrctBue MetactasoB B CJIY, ngpaiiBepHOit MyTalu,
U3BSI3BJICHNUE OITYXOJIM, TOKAIM3AIMsI OITyXOJIU 1 ITOJ ITa-
LIMEHTA) ITapaMeTphI. B IpyIime mammueHToB ¢ BBISIBICHHBI-
mu MeTtactazamu B CJIY aHanM3MpoBaIy BIUSHUE PETruo-
HapHoi1 JIAD Ha ucxoj 3a00JieBaHUSI.

Craructiyeckast 00paboTKa MOTydeHHBIX JAHHBIX TTPO-
BelleHa C MCTIOIb30BaHMeM mporpamMMel SPSS Statistics (v27).
BrmmonHeHa mpoBepKa Ha HOPMAaJILHOCTh pacIpeae/IcHUs
¢ noMmorIisio kpurepust KoamoropoBa—CMUPHOBA, a TAKKe
rpapuKOB KBaHTWIEH, KOTOPBIE ITOKA3aJIM, YTO pacIpemne-
JIeHKe BBIOOPOK OT/IMYAeTCsl OT HOpMaibHOro. 151 cpaBHe-
HUST He3aBUCHUMBIX T'PYITIT MCIIOJIb30BaJIi HellapaMeTprude-
ckuit kputepuit ManHa—YutHu. IIpu oueHKe BAUSTHUS
Ka4eCTBEHHBIX MapaMeTPOB IS IIPOBEACHUSI YACTOTHOTO

OINYXOAUM KOXMNM |

aHaIM3a MOCTPOEHBI TAOJIMLIbI COMPSLKEHHOCTU. J1J1st oLieH-
KU pa3IMIrii MEXITy TPYITITIaMH TTAIIMEHTOB C IIPOrPECCUPO-
BaHMEM 3a00J1eBaHNs 1 6e3 HEro UCTIONb30BaJIN y>-KPUTePUIA
ITupcona. B kayecTBe CTaTUCTUYECKM 3HAUMMOTO IIOPOTO-
BOro ypoBHs IpuHsITo p <0,05.

Pesynbrathl

Mertactasbl MenaHoMbl B CJIY BoisiBiieHbl y 87 (28 %)
13 307 maLMeHToB, YTO COOTBETCTBYeT JaHHBIM D.L. Morton
u coabT. (20,8 %), a Takxe pe3y/ibraTaM UCCIeI0BAHUSI
M.G. Rughani u coast. (23 %) [8, 12]. Pacnpenenenue na-
LIMEHTOB, Y KOTOPbIX BhIsIBJIEHBI MeTacTa3bl B CJIY, B 3aBuU-
CHMOCTH OT (baKTOPOB prCKa IIPEICTaBICHO B Ta0M. 2.

Mertacra3bl B IMMGbaTUYECKHMX Y3/1aX Yallle BCTPEYaIiCh
IIPU TOJIIIMHE oyXoju >2 MM (n = 64 (73,2 %)), B city4ae
M3bSI3BICHMS MepBUYHON omyxonu (n = 58 (67,7 %)),
y xkeHIuH (n = 53 (60,5 %)), npu J0oKaIM3aLu OIyXOJIN
Ha Koxe cruHbl (n = 38 (43,7 %)) 1 B BO3pacTHOIX rpyi-
e 60—79 net (n = 44 (50,6 %)). PesynbraThl COOTBET-
CTBYIOT JaHHBIM, TTorydeHHBIM Z.1. Nowecki 1 coaBr. [13].

Tabnuua 2. PacnpedesieHue nayueHmMos ¢ MeMAacmasamu 8 CUZHAbHbIX TUMBAMUYeCKUX y3/1ax 8 3asucumocmu om gakmopos pucka (n = 87)

Table 2. Distribution of patients with metastases in the sentinel lymph nodes per risk factors (n = 87)

®DakTop pucka

n (%)

TonmmHa IepBUYHOM OIMYXO0JIA, MM:

Primary tumor thickness, mm:
<1 7 (8,04)
>lun<2 14 (16,1)
>2u<4 32 (37,2)
>4 MM 32 (36)
YCTaHOBUThH TOJIIMHY MEPBUYHOTO OYara 1(1,2)
0Ka3aJ10Ch HEBO3MOXHBIM
thickness of primary lesion was impossible
to determine

H3bsa3BneHne epBUYHOM OITyXOJIH:

Tumor ulceration:
eCcTh 58 (66,6)
present
HeET 28 (32,5)
absent
HE YCTaHOBJIEHO 1(0,9)
unknown

IToxn:

Gender:
MYKCKOM 34 (39,5)
male
JKEHCKUM 53 (60,5)
female

Bospacr, ner:

Age, years:
20—-39 8(9,2)
40-59 28 (32,2)
60—79 44 (50,6)
>79 7 (8,0)

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

®dDakTop pucka (%)

Jlokanuzaius omyxomnu:
Tumor location:
roJioBa U Iest
head and neck
CIMHa
back
nepenHsisl TpyaHasi CTeHKa
anterior thoracic wall
nepenHsist OprolIHasi CTeHKa
anterior abdominal wall
BEpXHSISI KOHEYHOCTh
upper limb
HYDKHSISI KOHEYHOCTh
lower limb

2(2,3)
38 (43,7)
5(5,7)
8(9,2)
13 (14,9)
21 (24,1)

JIumbaneHsKTOMUS IMOCIe OMOIICHH CUTHAITb-
HOTro JIUM(AaTUIECKOTO y3Ja:
Lymph node dissection after sentinel lymph
node biopsy:

BBITIOJTHSIACh

was performed

He BBINOJIHSLIACh

was not performed

54 (62,1)

33(37,9)

BrisiBieHHEe MeTacTa3oB B TUM(aTUIECKUX
y3J1aX mocjie JMMbaaeH3KTOMUHN:
Metastases in the lymph nodes after lymph node
dissection:

BBISIBJICHBI

found

HE BBISBJIICHBI

not found

17 (31,5)
37 (68,5)
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Pernonaphast JIAD npoBenena 54 (62,1 %) u3 87 naiueH-
TOB ¢ nojioxkutenbHbiMu CJIY; uz nuxy 17 (31,5 %) B ium-
paTyecKuX y31ax oOHapyKeHbI MeTacTasbl. TpyuauaTh TpU
(37,9 %) nauueHTa nepeBeAeHbl HA TMHAMUYECKOE Ha-
OoneHue.

IIpu u3ydyeHuu UCXO0A0B 3a00eBaHUSI HA MOMEHT
aHaJIM3a BbISIBIIEHO, YTO B rpymie JIAD ymepaun 6 (11,1 %)
maiueHToB; y 7 (13,0 %) 3apukcrupoBaHO IPOrpeccupo-
BaHKe 3a00JIeBaHMSI, U OHU MOJIydyald JIEKAPCTBEHHOE
neuyenue; 41 (75,9 %) nauyeHT HaXOAUTCS Ha TUHAMM-
yeckoM HabmoaeHuu. Cpean 33 mauueHTOB, KOTOPBIM
perroHapHas JIAD He BbloJIHsU1ach, ymepau 3 (9,1 %);
v 3 (9,1 %) BbIsIBIIEHO IIPOIrpecCUpOBaHue 3a00IeBaHus,
Ha IMHAMUYeCKOM HaboaeHuu Haxoauuch 27 (81,8 %)
MMaleHTOB.

OueHka (haKTOpoOB pUCKa

M NOCTPOEHMe TabnuL, ConpAXKEHHOCTH

st OleHKU BIWSIHUS Ka4eCTBEHHBIX IapaMeTPOB
Ha HACTYIUIEHHE COOBITHS (TIPOTrPeCCUpPOBAaHIE WIM CMEPTh)
ITOCTPOEHBI TAOJUIIBI CONPSIKEHHOCTH; IUTSI OLICHKH pa3-
JIMYUA MEXIy TpYIIaM{ IMallMeHTOB MCIIOJIb30BaJICSI
y2-kputepuii [TupcoHa. Pesynsrarel aHam3a MoATBepAIINA
3HayeHue MetactazoB B CJIY B kauecTBe (pakTopa HebIaro-
MIPUSITHOTO IIPOTHO3a, IIOCKOJIBKY BBISIBJICHBI CTATUCTHYC-
CKM 3HAYMMBbIC Pa3IM4us MEXIy TPYIIIaMU IallMeHTOB
C TIPOTPECCUPOBAaHMEM 3a00JIeBaHUS U OTCYTCTBHEM IIPO-
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IPECCUPOBAHU I10 ITapaMeTpPy «HAIMYKe METACTA30B B CUT-
HaAJIBHBIX TUM(paTUICCKHUX y31ax» (Tabr. 3).

3HaunMoe HeOJIaroNpUsITHOE BIMSHIE Ha MCXOI 3a-
0oJIeBaHMS 0OKa3a10 MIPUCYTCTBUE B OITYXOJIU ApaiiBepHOMI
MyTanuu (Tabm. 4).

Eiie ogHUM 3HAYMMbBIM HEOJIATONPUSITHBIM MapamMe-
TPOM 0Ka3aJI0Ch M3bI3BICHUE OMyX0au (TadI. 5).

He BBISIBIEHO CTATUCTUYECKH 3HAYMMBIX PAa3TUINiA
B IPYIIIaX C pa3HBIM MCXOIOM IO KPUTEPHUIO «JTOKATA3ALIMS
onyxou» (p = 0,425) u B 3aBrucuMocT ot mosia (p = 0,119).

OnHolt M3 OCHOBHBIX 3a/1a4 pabOTHI ObLIa OLIEHKA BJI-
STHYSI Ha MCXOoM, 3a001eBaHMs roceaytonieii JIAD B rpyre
MMALIMEHTOB C BISIBIICHHBIMU MeTactazamu B CJIY. ITo pe-
3yJIBTaTaM IIPOBEACHHOTO aHAIN3a He BBISIBJICHO CTaTUCTH-
YECKM 3HAYMMBIX PA3IMIUii MEXKITy aIllueHTaMM, KOTOPBIM
BBIIOJIHSUIACH WIX HE BBITOJIHSIIACH onepaius (Tabir. 6).

Jns olleHKU BEPOSITHOCTU HACTYILJICHUSI COOBITUS
(TIporpeccupoBaHUE WIM CMEPTh) BEIOPAHBI 2 KOJIUYe-
CTBEHHBIC IIIKAJIBI; BO3PACT MAIlMEHTa W TOJIIIIMHA TICPBUI-
Hoii ortyxonu. Mcrioib3ysl HermapaMeTpuieCcKUil KpuTepui
ManHa— YUTHU, yIajaoch BEISIBUTh CTATUCTUYECK 3HAYN -
MBI€ Pa3INyms y IMTALMEHTOB C Pa3HBIM MCXOIOM 10 000MM
mapameTpam (tadi. 7). [1aumeHTHl, y KOTOPHIX BO3HUKIIO
IporpeccupoBaHue, ObUIM cTapiie (66 jet; 95 % noBepu-
TeJIbHBIN MHTEpBaT 56,5—73,0) U UMeIH GONBLIYIO TOM-
LIMHY [TepBUYHOI omyxoiu (4,0 MM; 95 % moBepUTEIbHBIM
uHTepBai 2,45—6,4).

Tabnuua 3. BrusHue Ha ucxod 3a601€8aHUS NAPAMEMPA «HAUYUE Memacmasos 8 CU2HAbHbIX AuMpamuyeckux y3nax» (p = 0,004), n

Table 3. Effect of “presence of metastases in the sentinel lymph nodes” parameter on disease outcome (p = 0.004), n

Hcxon

be3 nporpeccupoBaHus
No progression

ITporpeccupoBaHue
Progression

Bceeo
Total

EcTtb MeTacTassl

Tabnuua 4. BausHue Ha ucxod 3a6osesarus napamempa «opadisepHas mymauyus onyxoauy (p =0,025), n

Table 4. Effect of “driver mutation in tumor” parameter on disease outcome (p = 0.025), n

Hcxon

be3 nmporpeccupoBaHus
No progression

ITporpeccupoBaHue
Progression

Bceeo
Total

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

MyTa].llbl BBIABJICHA

Hert meTacTa3os Bcero
196 262
24 45
220 307
MyTaius He BbIsIBIeHA Bcero
193 262
26 45
219 307
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Pesynbratbl NpoBeIEHHOTO UCCIEI0OBAHMS POAEMOH-
CTPHMPOBAJIM, YTO OCHOBHBIMHU (haKTOpaMU pHCKa IIporpec-
CHPOBAHUS Y MAIIMEHTOB C MEJTAHOMOI KOXXU SBIISIIOTCS
Bo3pacT (y OOJBHBIX 00JIee CTapIIero Bo3pacTa pelranB
pa3BUBaJICS Yallle), TOJIIIMHA IEPBUYHOM OITYyXOIu >4 MM,
BoIsIBIeHHE MeTacTa3oB B CJIY, (pakT u3bg3BIeHUS OIy-
XOJIM U IIPUCYTCTBUE ApaiiBepHoi MmyTauuu. [lonyuyeHHbIE
JTAHHBIE COOTBETCTBYIOT Pe3yJIETaTaM OCHOBHBIX IPOCITEK-
TUBHBIX ¥ PETPOCTICKTUBHBIX MHOTOIIEHTPOBBIX MCCIIEIO-

OINYXOAUM KOXMNM |

BaHMIi, TTOCBSIICHHBIX N3YYCHUIO (PaKTOPOB IIPOTHO3a
npu MenaHome Koxu [9, 10, 14—16]. B omiuune oT pe-
3YJIBTATOB, KOTOPHIE IIPOAEMOHCTPUPOBAIN HEOIaroIpu-
SITHOE TeYCHUE 3a00JIeBaHUSI B CITydae JIOKAIM3AIUH OITy-
XOJI B 00JIACTH TOJIOBBI U IIIEH, B HAIIIEM MCCIICIOBAaHNI
HE BBISIBJICHO BIMSIHUS JAHHOTO IapaMeTpa Ha TeYeHHE
3aboeBanug [17, 18]. Bo3aMoxXHO, pa3nuunst BbI3BaHbI
MaJIBIM YHCJIOM MAIIMEHTOB C OITyXOJISIMM TaHHOM JIOKa-
Jm3anuu (n = 8).

Tabnuua 5. BrusHue Ha ucxod 3a601e8aHUS NapamMempa «u3bsssieHue onyxonu» (p=0,012),n

Table 5. Effect of “tumor ulceration” parameter on disease outcome (p =0.012), n
HUcxon Ectb u3bs13B1eHHE Her u3bsa3siaenns Bcero
bes TMPOTPECCUPOBAHHS 142 120 262
No progression
Diporpeceaponarme 5 2 15
Beeeo 175 132 307

Tabnuua 6. BusHue napamempa «nposedeHue UMPAOHIKMOMUU» Y NAYUeHMOB C Memacmasamu 8 CU2HA/IbHbIX TUMGBAMUYECKUX Y3/1aX HA UCX00

3abonesanus (p =0,357),n

Table 6. Effect of “lymph node dissection” parameter in patients with metastases in the sentinel lymph nodes on disease outcome (p =0.357), n

JInmpaneHIKTOMHES IPOBOTH-

JInmaneHsKTOMNAS He TPOBO-

Hcxon J1ach JIAJIACh Bcero
Bbe3 mporpeccupoBanus
No progression 41 27 68
[MporpeccupoBanme
Progression 13 6 19
Bcezo
Total 54 33 87
Tabnuua 7. BausHue Ha ucxod 3a601e8aHUS NAPamMempos «B03pacmy» U «MoWUHA ONYX0AU»
Table 7. Effect of “age” and “tumor thickness” parameters on disease outcome
ITapameTp be3 nporpeccupoBanus (n = 262) IlporpeccupoBanue (n = 45) P
Bospacr, ner - vk
Age, years 62 (50—69) 66 (56,5—73) 0,017
Tonuyia NEpBIHOA OIYXOMH, MM 1,925 (0,975-3,5) 4,0 (2,45—6,4)* 0,000002
Primary tumor thickness, mm
* Pazauuus mexncoy epynnamu Cmamucmu4ecKu 3Ha4umb.
*Differences between the groups are statistically significant.
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3akntoyeHue

Baxxnas porrs BCJTY mipu MenmaHoMe, HEOOXOIUMOCTb ee
BBIIOJIHEHUST TOKA3aHbl BO MHOIMX UCCJICIOBAHUSIX U 3a-
(pMKCHpPOBaHbBI B KIIMHUYECKMX PEKOMEHAALMSIX ACCOLIMALIMA
OHKOJI0rOB Poccru 1o jieueHrI0 MeJTaHOMBI KOXKU U CJTA3H-
cThIX obosouek ot 2025 . [4]. Bompoc o nmocnenyoieii pe-
ruoHapHoi JIAD gBisieTcsT IpaKTUYECK! PellieHHbIM, TT0-
CKOJIbKY BO BCEX MCCIICIOBAHMSIX C BKIIIOYCHUEM OOJIBIIIOrO
YyCIa TAIMEHTOB CIeIaH OMHO3HAYHBIN BBIBOI 00 OTCYT-
CTBUU NpenuMy1ecTB JIAD, TIpy TOM 4TO ee TIpOBeAeHUE CBSI-
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3aHO C Pa3BUTHEM OCJIOXXHEHMIA, Jallle BCEro OTeKa KOHEU-
Hocrtei [8]. Haim maHHbIe OJTHOCTBIO COOTBETCTBYIOT STUM
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y TIALIMEHTOB C BBISIBJICHHBIMU MeTacTazamu B CJTY.
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Capkoma tOuHra — ogHa U3 AByXx Hanbosnee pacnpoCTpaHeHHbIX ONyXosiel KocTei, BO3HUKAIOWMX B AETCKOM U NOSPOCTKO-
BOM Bo3pacTe. [laHHas natonorus 6onee yem B 50 % Cy4aes BO3HUKAET Ha 2-M [ECATUNETUM XU3HW U PESKO BCTpeYaeT-
sy B3poc/bix cTapue 30 net. Y MyxuuH capkoma K0uHra paseusaercs yalye (COOTHOWEHME MYXUMH U KeHWuH — 1,5:1).
370 3a6oneBaHne peaKo BCTPEYALTCA Y YEPHOKOXMX NauueHToB 1 asuatos. Capkoma HuHra o6bI4HO BO3HUKAET B MeTa-
tbu3e unn guaduse ANUHHBIX KOCTE KOHEYHOCTel. Pexe BCTpeYaloTcs nopaXeHus Ta3oBoi 06nacti, pebep 1 nonarok.
Hanbonee pacnpocTpaHeHHbIMI 04araMu MeTacTasupoBaHUs ABAAIOTCS JIETKUE, KOCTU U KOCTHbIA MO3T.

B cTatbe onucaH KAMHUYECKHWIl ciyyail nevyeHus 12-neTHeil AeBo4Yku ¢ capkomoii HuHra Kocteit Tasa (xumuoTepanus
C XMPYPruyecKnUM 3TanoM: 0GHOMOMEHTHAs KOCTHAs NacTUKa pe3elMpoBaHHOMO y4acTKa IOHHOM KOCTU C UCMNOb30BaHM-
em pebepHoro rpacdrTa).

KnioueBble cnoBa: capkoma HOuHra, jeTckas Xxupyprus, xumuotepanus, HoBoobpasoBaHue KOCTell Ta3a, KOCTHONNACTH-
Yeckas onepauus
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RIB GRAPH BONE GRAFTING IN THE TREATMENT OF A PATIENT WITH EWING SARCOMA
OF THE PELVIC BONES
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The Ewing sarcoma is one of the two most common bone tumors that occur during childhood and adolescence.
This pathology in more than 50 % of cases occurs in the 2" decade of life and is rare in adults older than 30 years.
In men, the Ewing sarcoma develops more often (male-to-female ratio is 1.5:1). This disease is rare in Black patients
and Asians. Ewing sarcoma usually occurs in the metaphysis or diaphysis of the long bones of the extremities. Lesions
of the pelvic region, ribs and shoulder blades are less common. The most common foci of metastasis are the lungs,
bones, and bone marrow.

The article describes a clinical case of treatment of a 12-year-old girl with Ewing sarcoma of the pelvic bones (chemotherapy
with a surgical stage: single-stage bone grafting of the resected section of the pubic bone using a rib graft).
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BeepeHue

PacnipocrpaneHHOCTE capkoMbl FOWHTa ¢ mopaxkeHreM
KOCTe Ta3a cocrasisieT or 15 10 35 % [1—6]. Buenpenue
B 1970 I. B KIMHUYECKYIO MTPaKTUKy XxuMuorepanuu (XT)
3HAYUTEILHO YIYJIIIO OOIINIA IIPOTHO3 MAIIMEHTOB C JaH-
HOM ITaTOJIOTMEH, HO BbKMBAEMOCTD AETEU C IMEPBUYHOM
OIIYXOJIbIO, JIOKAJIM30BAaHHOM B KOCTSIX Ta3a, OblUla KpaliHe
HU3KOM [0 CPABHEHUIO C APYTMMHU JIoKau3auusiMu [7, 8].
Hccnenoanus 1980-x romoB B OCHOBHOM OBUIH ITOCBSIIIC-
HBI aHAIM3Y 3(PPEeKTUBHOCTH pa3IMYHbIX KOMOMHALM X T
U TIOCJICAYIONIETO JIoKaabHoro jJedeHus [9, 10]. MectHoe
JIEYCHME Yallle BCETo 3aKIII09ajIoch B TydeBoii Teparm (JIT)
[9, 10], HO K KOHITy 80-X TOIOB BCE OOJIBIIIE BHUMAHUS CTa-
JIV YASAATH pe3eKuuu omyxoiu [11, 12].

Xupypruueckue MeTo/ibl JIeueHHUs pa3HOOOpa3Hbl, OHU
BKJTIOUAIOT MCCIICAOBATEIbCKIE OMEepaIliy, IMpearojiara-
IOIIMe HEIOJHOe yAaJIeHUe TIEpBUYHOIO odyara, a Takke
TOTaJIbHBIE pe3ekuuu [13]. MHorue aBTophl aHAIU3UPO-
BaJIM CJIyJau IMOPaxkKeHUST KOCTEH Ta3za COBMECTHO C ApY-
TUMM JIOKAJIU3ALMUSIMHU OITyXOJId, YTO BO MHOTOM BJIUSLIIO
Ha ctatructuyeckue aaHHble. Toabko R. Evans u coast.
n J.H. Thomas 1 coaBT. u3y4niu gaHHble 62 1 7 MalueHToB
COOTBETCTBEHHO MCKJIIOUUTEIBHO C IIEPBUYHOM CAPKOMOM
FOunra xocreii taza [11, 13]. HecmoTpst Ha pa3nuaus B 1u-
3aiiHe McCceI0BaHUIi, aBTOPHI IIPUILLIN K 00ILEeMY BBIBOY,
YTO y OOJIBHBIX C TIEPBUYHBIM MOPAaXKEHHEM KOCTEl Ta3za
HaOII01aeTCs XyILIMKA IIPOTHO3 110 CPaBHEHMIO € O0JIbHbI-
MM C IPYTMMM JIOKATIM3ALUSIMU OIyXOJIU U, KaK IIPaBUJIO,
0oJiee BBICOKUIT PUCK Pa3BUTHUS JIOKAJIBHOIO peIUIMBA
1 0oJiee HU3KHME TToKa3aTeu oomeit Bekuaemoctu (OB)
[8, 9, 12, 13]. 1o manHBIM aBTOPOB, JIT HEe MO3BOJISIET MO-
CTUYb ITOCTOSTHHOTO JIOKAJIBHOTO KOHTPOJISI Hafl 3a001eBa-
HHUEM, a IPH PE3SKILMHU OIyXOJ OTMEUYAeTCS TCHICHIINS
K YBeJINYeHUIO BEIXKMBaeMocTH |14, 15].

B cBs131 ¢ HE61aronpUATHBIM IIPOTHO30M IPU CapPKO-
Max FOunra Kocreii Taza ¢ 1990-X romoB cTajio MOSIBIISITh-
¢Sl MHOTO pa0oT, MOCBSIIEHHBIX aHAIM3Y PE3yJIbTaToOB
JIeueHMs1 MALMEHTOB C 3TUM 3aboJieBaHueM. B psine uc-
clienoBaHMii He ObII0 OOHapykeHo pasnnunii B OB mex-
Iy OOJIBHBIMY, KOTOPBIM BBITIOJIHEHO XUPYPIUIECKOE BMe-
mateabcTBO ¢ JIT, u O0JIbHBIMU, KOTOPBHIM IpPOBEAeHA
toasko JIT [16, 17]. Mexay TeM HEKOTOPBIE aBTOPHI BbI-
SIBWJIM YJTYYIIICHHE JIOKAJTEHOTO KOHTPOJIS 1 ITOKa3aTesiei
OB y maneHTOB, KOTOPBIM IIPOBEACHBI PE3¢KIINS OITyXO0-
JIM Ta3a WIM KOMOMHUPOBAHHOE JIOKAJIbHOE JIeUeHUE
[18—20].

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

B 2016 r. S. Foulon 1 coaBT. COOOIIMIN, YTO JaxKe Ia-
LIMEHTHI C TIOJIHBIM HEKPO30M OITyXOJIX MOCJIe HeOaIblo-
BaHTHO XT uMMenu 3HAYUTEAbHO JYYILIMI HPOTrHO3
MpU MCITOAb30BaHUM mociueonepannonHoi JIT [21].
J. Whelan u coaBT. B X0Ji¢ COBMECTHOI'O KJIMHUYECKOTO
uccienoBanus EICESS-92 Taxske BBISIBUIN 3HAUUTEIHHBIC
pa3nuyus B 5-j1eTHeli BbKMBaeMOCTH 0e3 coobituii (43 %
rpotuB 57 %) u 5-netneit OB (53 % npotus 66 %) 60ib-
HBIX, OJy4YaBLIMX XUpyprudyeckoe JeueHue vwau JI'T, u ma-
LIMEHTOB, KOTOPBHIM IIPOBOIWIIN M XUPYPIUUECKUE BMEIIIa-
tenbeTBa, ¥ JIT [22]. 1o maHHBIM aHaIM3a pe3yabTaToOB
uccnenoBanust Euro-EWING 1999, koTtopsrii mpoBeinu
D. Andreou 1 coaBT., KOMOMHMPOBAHHBIN ITOAXO (XUPYP-
rudeckoe jedeHue u JIT), mo-Buammomy, odecrieunBaeT
6otee Bricokme TTokasarean OB npu capkome FOuHTa Koc-
teit Taza [23]. W.K. Guder u coaBrt. oueHUIM 3P PeKTUB-
HOCTb JieueHust 104 malueHTOB C TIepBUYHOI CapKOMOI
IOunra xocreii Ta3za ¢ UCIIOIL30BAHNEM XUPYPITUIECKOTO
BMelIaTeNbcTBA U TocieornepaunonHoi JIT. O6mas
5- u 10-J1eTHSIT BEDKMBAeMOCTh OOJIbHBIX 0€3 METacTa30B
cocraBwia 61,4 1 80,1 % cOOTBETCTBEHHO, OOJIBHBIX C META-
CTaTUICCKUM ITPOLIECCOM, TTOTYIMBIIMX KOMOMHUPOBAHHOE
Jeqyenue, — 41,6 % [24].

[pencraBisieM KIMHUISCKUI CTydaii iedeHus 12-1et-
Helt neBouku ¢ capkoMoii FOunra kocreii taza (XT ¢ xu-
PYPTUYECKUM 3TAIlOM: OMTHOMOMEHTHAs KOCTHAS IUIACTH-
Ka pe3eMPOBAaHHOTO yJacTKa JIOHHOUM KOCTH C UCIIOJb-
30BaHMEM pebepHoro rpadra).

KnuHuueckun cnyyait

Ilayuenmra JI., 12 rem, 6 gpespane 2023 e. ommemuna
nosieaeHue 60eil 8 MbLULAX NPABO20 bedpa, 0cOOeHHO No ne-
peoneii nosepxrocmu. Ilpogedero obcaedosanue, no pezynb-
mamam peHmeeHo2paguu namono2uU He 8vis8aeHo. B cea3u
¢ Hapacmanuem 604e6020 cundpoma 28.05.2023 evinosnena
MaeHumHo-pesoHancHas momoepagpus (MPT) masa, évis6-
JAeHa Onyxons NOHHOU Kocmu cnpasa (puc. 1).

s onpedenenus danvreliulell MaKMUKU Ae4eHust U npo-
6edeHus cneyuguueckoil mepanuu 0e804Ka 20CHUMAAUUPO-
eana 6 Mockosckuii 064acmHoll OHKOA02UHeCK UL OUCnaHcep
(e. Banawuxa), ede 30.05.2023 evinoanena mpenanobuoncus
ONnyxoau npaeoll A0HHOU KOCmu.

1lo pe3yremamam eucmonoeuuecko2o u UMMYHORUCHO-
xumuueckoeo uccaedosanuii om 09.06.2023 visigaena onyxons
COAUOHORO CMPOCHUSL, COCMOAWAS U3 KAeMOK C KOMHAKMHOLL
903UHODUABHOLL YUMONAAZMOLL U 2UNEPXPOMHBIMU KPYAbIMU
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Puc. 1. MazHumHo-pe3oHaHcHaa momozpagus masza om 28.05.2023
Fig. 1. Magnetic resonance tomography of the pelvis from 28.05.2023

a0pamu. [lpuznaku Heonsacmuueckoeo ocmeozere3a u XoH-
dpoeenesa 6 onyxoau e oonapyicensl. Tlpu ummyHnoeucmo-
XUMUYECKOM UCCAe008AHUL 8 KAEMKAX ONYXO0AU Bbls6AEHbL
Fli-1u CD99. Dxcnpeccus CD45, TdT u decmuna He o6Ha-
pyaucena. 3akatouenue: capkoma FOunea 106K060i kocmu.

Ilo danuvim komnoromeproit momoepagpuu (KT) opearos
2pyoHoil Kaemku u oprownoil nosocmu om 03.06.2023 ebi-
s61eHbl 00B6eMHOe 00pa308aHie nPagoil 100K060il Kocmu (6e-
puguyuposana capkoma HOunea) c eosieuenuem 6 npoyecc
npunecaruwux Muliuly, Memacmassl 8 no08300uHbie Aumga-
muyeckue y31vl cnpaea, cnaeHomezatus (puc. 2).

Tloauxumuomepanus no npomoxony Euro Ewing 2012 Arm B
VDC/IE nauama 05.06.2023 [25] (puc. 3). Ilo pezyrbmamam
xonmponvroii MPT evisenero cokpaujerue 06sema onyxonu —
€56 X 36 x 43 mmdo 51 x 38 x 47 mm.

Xupypeuueckuii sman neuenus npogeder 01.11.2023.

1-ii 5man onepayuu. Ilosmanto, 8 0CHOBHOM ¢ NOMOULBIO
Koaeyasayuu, mseKue mKaHu omoeneHvl om AOHHOU KOCmu
u onyxoau. Om onyxonee0eo yana omcenapoeana 3a0HeHUNC-
HSI5l CMeHKa Mo4es020 ny3oips. lopuzonmanvras 6emes A0H-
HOIl Kocmu omceveHa om meaa nodezdouiHoil kocmu. Ilepe-
ceueHo N0HHOe couneHeHue. Bepmukanvras éemeb A0HHOU

Puc. 2. KomnsiomepHas momozpaghus op2aHos epyoHoll knemxu u 6prowHol nonocmu om 03.06.2023, do Hayana cneyuguyeckol mepanuu
Fig. 2. Computed tomography of the chest and abdomen from 03.06.2023, before the start of specific therapy

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

2025 | Tom17 Volume 17 | Ne3 Issue3



KAMHUMYECKME CAYUAN |

VDC05.06.2023 VDC05.07.2023

IE19.06.2023 IE19.07.2023

Puc. 3. Cxema npedonepayuoHHol noauxumuomepanuu
Fig. 3. Scheme of preoperative polychemotherapy

VDC04.08.2023

VDC06.09.2023 VDC13.10.2023

IE21.08.2023

IE28.09.2023

Puc. 4. MazHumHo-pe3oHaHcHas momozpagus maza om 19.10.2023, nocie nosH020 Kypca Heoadblo8aHMHOU xumuomepanuu
Fig. 4. Magnetic resonance tomography of the pelvis from 19.10.2023, after a full course of neoadjuvant chemotherapy

Kocmu nepeceuena Ha paccmosuuu 1,5—2 cm om epanuypi
onyxoau. CedanuwHoiii Hepe abldeneH U3 OKPYICArOUUX MKa-
Hell 6e3 nospexcoenus. JIonnas Kocms ¢ onyxonsio yoareHa
eOuHbimM 610K0M Oe3 6CKpbIMUSL KANCYAbl ONYX0AU, OMNPas-
JeHa Ha eucmonozuyeckoe uccaedogarue. Pazmep ydanennoii
Kocmu ¢ onyxoavto cocmasun 6,5 x 6 x 3 cm (puc. 5).

2-1i s3man onepauuu. Boinoanena nepedne6oxosas mopa-
Komomus cnpasa. [lpu éckpsimuu naeepaivHoli nOA0CMU Gbl-
noma He obnapycero. Ilpu peeusuu: kocmanvHas niespa,
duaghpaema, opeansl cpedocmerus, npagoe aeekoe — 6e3 na-
mosnoeuu, aumgamuueckue Yol He ygseauvensl. Ilepedne6oko-
6oll ompe3ok V pebpa cnpasa modburuzoean 0o 3adueii NOOMbl-
weuHot aunuu. Boimoanena pesexyus kocmuoii yacmu V pedpa
Ha npomsaycenuu 14 cm 0ns naacmuiky A0HHOU Kocmu.

Puc. 5. YoaneHHslli hpazmeHm noHHOU Kocmu ¢ 06pa3osaHuem
Fig. 5. Removed fragment of the pubic bone with the formation

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

Puc. 6. [TodzomosneHHbili ppazmerm pebpa
Fig. 6. Prepared edge fragment

3-ii sman onepayuu. U3 mpancnianmama pebpa 6ui-
KPOeH y4acmox OAuHol 7,5 cm 0458 RAGCMUKU 20pU30HMANb-
Holl éemeu (puc. 6). B meduarvrom omoene neoii N0HHOU
Kocmu 8bln0AHEHO omeepcmue uamempom 6—7 Mm U eny-
OuHol 0K010 1 cM, 8 KOMOPOE NOMeweH MeOUANbHDLI OMPe30K
pebpa. Jucmanvubiii omden pebpa ycmanoeieH HaA MeCHo
De3eyupoB8anHoll JOHHOU KOCMU 68 meao NOOB300UHOU KOCHL.
Haoxocmuuya pebpa guxcuposana y3108bimu weamu K oKpy-
Jcarouum mxauam. M3 pebpa evikpoer yuacmox 0AuHoil 6 cm
U YCMAHOBACH 8 NOA0NCEHUE 6ePMUKANbHOU 6emeU NOHHOU
kKocmu. Hadkocmuuya pebpa dukcuposarna y3n06vimu wea-
MU K OKPYICAROUUM MAeKUM mKauam (puc. 7).

[lo dannbim eucmonoeu1eck02o uccaed08anus onepayu-
onHoeo mamepuana om 01.11.2023 — éemeb 100K060il Kocmu
OauHoll 7 cm ¢ cumghuzom, 6 KOpmMUKAAbHOM c0e A100K0801l
KOCmU 6bis18AeH IK30QUMHDbLI ONYX0Ae8blil Y3en Pasmepom
4 x 4 x 3,5 cm kocmroeo u xpauesoeo 6udos. Hllupuna kpas
onuna eemeu 100k080i kocmu — 1,5 cm, cumgpuza — 0,3 cm.
B kpasix pesexyuu onyxonegoeo pocma ne obHapyicero. Onpe-
denen neuebHblii namomopghos 111 cmenenu. B ocmanvHom

2025 | Tom17 Volume 17 | Ne3 Issue3
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Puc. 7. imnnaumayus ¢paemerma pebpa
Fig. 7. Implantation of a rib fragment

mamepuane Ha (oHe GbIPANCEHHBIX NPUSHAKOE Ae4eOH020
namomoppo3a 6biA6AEHbL CKAEPO3, AUROMAMO3, NOASL HEKPO-
3a, eduHUuHble oyaxcku pasmepom <1 mm.

Adsrweanmuas XT no npomokoay Euro Ewing 2012 R2
IEVC nauama 13.11.2023 (puc. 8) [25]. Ilocae ee 3asepuie-

VDC04.12.2023

IE13.11.2023

Puc. 8. Cxema nocneonepayuoHHol xumuomepanuu
Fig. 8. Postoperative chemotherapy regimen

IE18.12.2023

Hus (11.01.2024) nposedena konmponvras KT opearog epyo-
HOUL KAemKU U OPIOWHOIL noAOCMU, NO Pe3yAbImamam Komopoil
ommeyeHbvl N0AHOe AHAMOMO-HU3U0N0UHECKOe 80CCMAHOB-
AeHUe NOPANCeHHOU 00aacmu u OMCymcmeue NPU3HAaKos A0-
Ka1bHO20 peyudusa 0cHo8Ho20 3abonesanus (puc. 9).

VDC04.01.2024

IE22.01.2024

Puc. 9. KomnsiomepHas momozpagus opearos 2pyoHol knemku u 6piowHol nonocmu om 11.01.2024 nocie Xupypeuyeckozo eqeHus u no-
HO20 Kypca nocieonepayuoHHol xumuomepanuu
Fig. 9. Computed tomography of the chest and abdomen from 11.01.2024 after surgical treatment and full course of postoperative chemotherapy

3aknioueHue

HecmoTpst Ha TO YTO TOCTVKEHMS B 00J1aCTH CUCTEM-
HO Tepanuu 1 COBEPILIEHCTBOBAHUE JIOKAIBHBIX METOIOB
JIEYeHMSI B LIeJIOM IIPUBEIM K YIydLIEHHUIO MoKa3aTeaei
BBDKMBAeMOCTU Mpu capkoMe KOuHra, 1oKaan3awmus omy-
XOJIM B 00JIACTH Ta3a OCTAeTCS KIMHUIECKOM IMPOoOJIeMOoii
U1 O00YCJIOBIMBAET XY[IINE Pe3Y/IbTaThl IO CPAaBHEHUIO
¢ JoKalu3alueil JaHHOrO HOBOOOpa30BaHUsI B APYTUX
aHarommnyeckux obnactax. Capkoma OuHra B obmactu

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

Ta3za XapakTepHu3yeTcsl 0ojee KPpyImHBIMU pa3MepaMu,
0OOJIbIIIE YaCTOTOM pa3BUTHUSI METACTaTUYECKOTO IIPO-
1ecca Ha MOMEHT YCTaHOBJICHUSI TMArHo3a, MEHbIIeH
3(pHEKTUBHOCTHIO XMPYPIrUYECKOI0 BMeEIIaTeIbCTBA
n xynmumMu nmokasarensiMmu OB mo cpaBHeHHUIO ¢ capKo-
Moit FOuHra, nokanu3syionieics B Ipyrux aHaTOMAYECKUX
obmactax. s yBeueHNs BBKMBAEMOCTA HEOOXOIUMBI
JMaJbHEHIINE IMPOCIIEKTUBHBIC PAHIOMM3NPOBAHHBIC HC-
CIIeOBaHUS.
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IMaumeHTam ¢ pe3ekrabenbHoM capkomoii FOrHra mmo-
Ka3aHO XUPYPrudecKoe JieueHue. BeimosrHeHne KOCTHO-
IUIACTUIECKOM OIlepalliy TaeT BO3MOXHOCTDb M30eXaTh
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MHoOecTBEHHas 3K30CTO3HaA 6oNe3Hb — PefKoe reHeTUYecku AeTepMUHUPOBaHHOE 3aboneBaHue, NposBAsioleecs
reHepann30BaHHbIM NOPAXEHNEM CKenleTa C pa3BUTMEM MHOFOUUCIEHHBIX NPOrpeccupylowmx fedopmanuii Koctei n cycta-
BoB. [1p1 AaHHOI NAaTONOTMN OTMEYAETCS BbICOKUIA PUCK Pa3BUTUA 3710Ka4eCTBEHHbLIX HOBOOOPa30BaHUii Ha hoHe KOCTHBIX
BbIPOCTOB, NPEX[e BCEr0 XOHAPOCAPKOMbI, Ae6I0T KOTOPON NpUXOAUTCA Ha 20—40 neT. BO3HUKHOBEHWIO MHOXECTBEHHOM
3K30CTO3HOI 6oNe3HM cnocobCTBYIOT NaTOreHHbIe BapuaHTbl reHoB EXT1, EXT2 v EXT3, nepepatolmecs no ayTocOMHO-
AOMUHAHTHOMY TUNY HAacNef0BaHUA C BbICOKOW NEeHETPAHTHOCTbIO. [pu AnarHocTuke 3aboneBaHus B AETCKOM BO3pacTe
JaHHyto natonoruio cneayet audbepeHLMpoBaTh ¢ Nporpeccupylolmeil occubuumpyloleit hubpogucniasmeil, MeTaxoH-
ApOMaTo30M, cMHApPOoMOM JlaHrepa—[MAMOHA, @ TaKKe C pacnpoCTPaHEHHbIMU 3N10KAaYeCTBEHHBIMU OMYXONAMU KOCTHBIX,
XPALEBbIX N MATKUX TKAHEN.

B cTaTbe npefcTaBneHsl 2 KTMHUYECKUX HABNIOAEHNA NEYEHNA MHOXECTBEHHOM 3K30CTO3HOI 6one3HK. B nepeom cnyyae
onucaHa cemeitHas opma 3abonesaHus C nepeaayeit NaToreHHOro BapuaHTa B reHe EXT1 no oTLOBCKOM MHWUM U pas3-
BUTUEM XOHApPOCapKoMbl B 17 neT u 21 rof y 06oux cbiHOBeR. Bo BTOpoM cnyyae npefcTaBneH paHee He OMUCAHHbIN
naToreHHbll BapuaHT B reHe EXT1, BbisBneHHbIN de novo y naumeHTa ¢ capkomoii KOuHra B Bo3pacte 12 net. lpusefeHHbIe
HabNIOAEHUS JeMOHCTPUPYIOT HEOOXOAMMOCTb PAHHErO NPOBEAEHUS OHKOCKPUHUHIA Y NALMEHTOB C MHOXECTBEHHOIA
3K30CTO3HOI1 60Ne3HbI0.

KnioueBble c10Ba: MHOXeECTBEHHAs 3K30CTO3Has 6onesHb, EXTI, xoHapocapkoma, capkoma tutra

IOna uutupoBanus: 3eneHosa E.E., lokyyaesa A.10., XectraHos [1.b. u ap. MHoxecTBeHHas 3Kk30CTO3Has 6one3Hb B Npak-
TWKe Bpaya-oHKonora. CapKoMbl KOCTEN, MATKUX TKaHei U onyxonu Koxu 2025;17(3):83-91.
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HEREDITARY MULTIPLE EXOSTOSIS IN A PRACTICE OF PEDIATRIC ONCOLOGIST
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Multiple exostosis disease is a rare genetic disorder manifesting in skeletal lesions with development of multiple
progressing deformations of the bones and joints. This pathology is characterized by high risk of malignant tumors
accompanying bony outgrowths, primarily, chondrosarcoma with onset at the age of 20-40 years. Development
of multiple exostosis disease is mediated by pathogenic variants in the EXT1, EXT2 and EXT3 genes which are inherited
through autosomal dominant type of inheritance with high penetrance. During diagnosis in children, this pathology
should be differentiated from progressing ossifying fibrodysplasia, metachondromatosis, Langer-Giedion syndrome
and common malignant tumors of the bones, cartilage and soft tissues.

The article presents 2 clinical observations of treatment of multiple exostosis disease. In the first case, familial form of the disease
with transmission of pathogenic variant in the £XT1 gene from the father and development of chondrosarcoma in both sons
at the ages of 17 and 21 years is described. In the second case, previously not described pathogenic variant in the EXT1
gene identified de novo in a 12-year-old patient with Ewing sarcoma is presented. These observations demonstrate
the necessity of early oncological screening in patients with multiple exostosis disease.
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BeepeHue

MHoxXecTBeHHasl 9K30¢To3Has1 6oyie3Hb (MDb, koast
mo MexxayHapomHOH KilacCu(UKAIIMN TeHETUIECKNX 00-
ne3”eir (OMIM) — OMIM#133700, OMIM#133701,
OMIM#600209) — HaciencTBeHHOE 3a00JIeBaHKe, aCCO-
LIMAPOBAHHOE C TTATOreHHBIMY BapuaHTaMU B reHax EX7T'1
(8924.11), EXT2 (11p11.2) u EXT3 (19p) c ayTOCOMHO-110-
MMHAHTHBIM TUIIOM HACJICIOBAHMS U BBICOKOM IICHETPaHT-
HOCTBIO, OCOOEHHO cpelyr MYXCKoro HacejeHus [1, 2].
CemeiiHble opMbl 3a001eBaHusl Berpevaiores B 80 %
ciygaeB. CpenHssI 4acTOTa €ro pa3BUTHUsSI COCTaBIISCT
1 cyyait Ha 50 ThIC. HaceIeHMSI, OMHAKO CPean KOPEHHBIX
xuTteneir octpopa [yam (vamoppo) MBOb mmarHocTupyert-
cdg ropasno vaie [3]. B Poccuiickoit ®enepanym naHHast
aToJIorus HauboJiee pacrpocTpaHeHa B JAkytuu (8,9 ciy-
yas Ha 100 Teic. HaceneHus) [4, 5].

INepBoe ynmomuHanne o MOb npuHamiexur ¢pan-
my3ckoMy xupypry Anekcucy boiiepy (Alexis Boyer), Ko-
TOpHI B 1814 I. omucan ceMeiHbIN cirydail MHOXECTBEH-
HBIX 9K30CT030B [6]. Turm HacienoBanust MOb ycraHoBieH
UccaegoBaTeNnsiMu noj pykosoactsoM Pobepra Kpysa
(Robert Krooth), kotopsie B 1961 . npeacTaBuId KJIMHKU-
yeckoe HabmoneHue 21 nanuedTa ¢ JTaHHBIM 3a00J1€BaHU-
eM, mpoxuBalolero Ha octpose Iyam [7].

Pa3BuTHe majeoHTOIOrMYEeCKIUX METOIOB, a TAKKE CO-
BEPILICHCTBOBAHNE MOJICKYJISIPHO-TEHETUICCKOM TUArHO-
CTHKH TTO3BOJIJIN BBISIBUTH IATOTCHHBIC BAPUAHTHI B TCHE
EXT1y 2 4denoBeK U3 cpeTHEBEKOBOIO 3axopoHeH s B ban-
JmxaHHe (rpadcrBo Joneron, Uprnanmmst). B obounx cydasix
HaO0JII0NAINCh MHOXKECTBEHHBIE 9K30CTO3bI ITO BCEMY CKeJle-
TY, IIpY 3TOM ocTaHku Sk197 natupoBanbl 689—975 It H. 3.,
a ocranku Sk331 — 1031—1260 rr. H. 3. [8].

Kaxk nmpasuno, MOb Manudectupyer B JETCKOM BO3-
pacTe B BUIE MHOXECTBEHHBIX OCTCOXOHIPOM, Pa3BUBa-
IOIIMXCS IPEUMYIIIECTBEHHO B 001aCTH MeTa(U30B U 1A~
($U30B IIMHHBIX TPYOUYATHIX KOCTEH, B TOM YHCIIE pedep,
3HAYMTEIHHO peXe B ITATOJIOTMICCKUI ITPOIIECC BOBIEKA-
I0TCS JIONIATKHY, ITO3BOHKM, KOCTH Ta3a M OCHOBAaHUS Ye-
pera [9]. MexaHn3M o0pa3oBaHUS OCTEOXOHIPOM 10 CUX
IIOp HESICeH, HO MPEIITOJI0XUTEIFHO CBSI3aH C SKTOIMMEH
XPSIIEBOM IJTACTUHKY pOocTa. 3aKphITHE 30H POCTa KOCTeM
OOBITHO COITPOBOKIAETCS MPeKpaliecHeM (hOPMUPOBAHMS
HOBBIX 9K30CT030B. B CBSI31 C 9TMM yBeIMUCHNE KOJIMIE-
CTBa 9K30CTO30B HAOIIOIAETCS B NEPHOABI aKTUBHOTO
pocTa pebeHKa 1 3aBepliaeTcs 1ocie 18 net. B otimune
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oT MBb BTOprYHBIE OCTEOXOHIPOMBI MOTYT Pa3BUBaThCS
BCJICIICTBHC MIOBPEXICHUS AIMM(U3aPHOI ITIACTUHKY B pe-
3yJIBTaTe TPaBM, oTiepanyii uiau ooiydeHus [10].

CornacHo BcemupHOI opraHu3anuy 31paBoOXpaHe-
aus (BO3) nnarHoctrueckue kpurepu MOb Brimtoyaior
HaJM4YMe y MalureHTa 2 1 60jee 0CTEOXOHIPOM B 00J1acTH
MeTadu3a INIMHHBIX KOCTEH 10 JaHHBIM peHTIeHOTrpaduu,
a TaKKe MTAaTOTeHHOTO BapuaHTa B TeHe EXT1/2w/vm oTs-
TOLIEHHOTO ceMeitHOro aHaMHe3sa [11].

310kavyecTBeHHasI TpaHchopMmatms mpu MBOb ommca-
Ha emie B 1886 1. [12]. K 1960 . cooGi1iianoch o 26 ciydasix
xoHapocapkoMmbl (XC) y marmmentoB ¢ MOb, a J.D. Knight
U coaBT. ipeacTaBuiu 3 caydass XC B ogHoM cembe [13].

Ha pannbliit MoMeHT u3BecTHBI OoJiee 100 ciygaeB
MOBB co 310KavecTBeHHBIMU HOBOOOpa3oBaHusiMu (3HO).
ITo maHHBIM KPYITHBIX MCCIEAOBAHMI, YaCTOTAa MAJIMTHH -
3a1umy octeoxoHAapoM coctasisier ot 0,38 1o 10 % [14, 15].
B nonaBistionieM O0JIBITMHCTBE ciTydaeB BerpevaroTcst XC,
TaKXe B JIUTEpaType MPUBOISATCS SAUHUIHBIC OIMMCAHMS
OCTE0CapKOMEI, (pOPOCApKOMEBI, BEPETCHOKIICTOUHOM cap-
KOMBI, capkoMbl FOMHTa, aTUTIMYHOM TepaTOMIHO-padbI0-
MIHOM OMyXOJU U HEXOMKKUHCKOM JuMbombl [16—21].
Kax npasuiio, paszsutiie 3HO npuxogurcs Ha 20—40 e,
B TO BpeMsI KaK y JeTell MaJIMTHU3AIUs OCTCOXOHIPOM
MpakTUIecKu He HabmonaeTcs [22]. Ha ocHoBaHuM 3TOTO
CKPUHMHTOBEIE MCCIIEIOBAaHMS IJI ManyueHToB ¢ MOb
pekoMmeHaoBaHbI ¢ 20 yet [23], B TO BpeMs IeTU U TIOJ-
POCTKH TOJDKHBI HAXOMUTHCS IO TMHAMUYECKUM HaOITI0-
JIIEHUEM OPTOIIea.

Jleuenue mauneHToB ¢ MOb npennonaraer Xupypru-
YeCcKoe yIaJIeHHE SK30CTO30B IIPU BEIPAXKEHHOM 00JICBOM
CUHIpOMeE, 3HAYUTEIbHOM JehopMallii KOCTEM U CycTa-
BOB, a TAKXXE Pa3BUTUU OCJIOXKHEHMH (ITHEBMO- X TEMOTO-
pakc, mucdarus, KOMIIPeCcCHs COCYINUCTO-HEPBHBIX ITyYKOB
1 BHYTPEHHUX OpraHoB u 1p.). B 2018 . HayaTto KinHn4e-
CKOe HCClIeIoBaHue TapreTHOU Tepamuu MOb, ogHako
yxe B 2020 I. 0HO OBIJIO IIPEKpPAILEHO B CBSA3U C PAaHHUM
3aKpPBITHEM 30H pOCTa y neteii [9, 24].

IIpeacraBiasieM KIMHAYECKUE HAOMIONEHUS JIEUSHUS
MOSBb nipu conyrerBytomux 3HO. Bee nanimeHTHI Tpoxo-
IUJIK oOcliefoBaHMe U Tojaydaiaud Tepanuio B HaydHo-
HCCIIEIOBATEIHCKOM MHCTUTYTE IETCKOI OHKOJIOTHY U T'e-
Marosoruu uM. akag. PAMH JI.A. lypnosa (HUU 10T
HammoHanpHOro MeOUIIMHCKOTO MCCIEHOBATEIHLCKOTO
ueHTpa onkosioruu um. H.H. binoxuna.
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KnuHuyeckoe HabnwopaeHue 1

Ilayuenm M., 17 nem, poduiacs om 3-il pu3uosoeu4Ho
npomexkasuieii 6epemernnocmu. C 3 nem Haba00aics y opmo-
neda no n0800y MHOJCECMEEHHbIX IK30cm0308. B 16 1em no-
AGUAUCH DOAU 8 NONATNOYHOT 00AGCTU, 0OHAKO K 8pa4y nauu-
eHm He obpaujancs. B 17 nem npu npoxoscoeHuu naanogozo
MeOUYUHCK020 0CMOMPA o OaHHbIM gharoopoepaguu evisene-
HO HOB00OPA308aHUE 8 NEPBOM Medcpebepbe Cnpaesa, a MaKice
04ae 00bl36ecmenenls 6 00aacmu npagoll JONamKuU.

Jlis ymounenus duaeHo3a pebeHOK 20CnUmManu3uposan
6 HUHU JIOI'. Ilo dannvim komnwsiomeproii momoepaguu (KT)
0pean08 epyoHOll KAeMKU GblA8AEHbI MHONCECBEHHbIE 6bl-
POCbL KOCIHO-XPAWeB0L MKAHU HeOOHOPOOHOL CIMPYKmMYpbL,
ucxodsaujue u3 obeux A10NamoxK, NONepPeyHvlX OMpPOCMKO8
U men epyoHbIX NO360HK08, 00eUX KAHUY, NPOKCUMANbHBIX
Memaduaguszoe obeux naeueswvlx Kocmelil u pebep (puc. 1).
Hauboavwuii u3 Hux pacnoaaeaics no MeouarbHol nosepx-
Hocmu npaeoii ronamku u umen pasmep 6,3 x 3,6 x 4,5 cm.
IIpu doobcaedosanuu makxice Gvis6AeHbl MHONCECMBEHHDLE

KocmHble deghopmauuu kKoneynocmeil (puc. 2). Ilo danHbim
PaououU30MonHol OUACHOCMUKU MAKCUMAAbHASL OCMeome-
maboauueckas aKkmugHOCHb OMMe4anacs 6 obnacmsax oo-
PA308aHUsi NPABoU NONAMKU, NPABOLl MAN00EPLU080Il U 601b-
webepy060il Kocmeil.

Tlayuenmy evinonnena 6uoncus ouaea 6 0baacmu NPagoll
aonamku. Mopgonoeuuecku eepuguyuposana 6mopuuHas
XC Ha gone ocmeoxondpomet I cmenenu anannaszuu (amu-
nuu). C yuemom HU3KOL ceneHu 310Ka4ecmeeHHOCmU che-
YUuanvHoe npomueoonyxonegoe AeveHue NoKa3aHo He 0uL10,
DEKOMeHO0BAHO PaduUKAAbHOe Xupypeuueckoe yoaieHue 30Hbl
ManAUSHU3aUUU, 8 C8A3U C Yem BblNoAHeHa cyOmomanbras
pe3eKyus npagoil AONAMKU ¢ ONYXO0AbIO.

Janee npogedero nosmannoe xupypeuveckoe neuerue:
Kpaeeas peseKkyus 1e80il nae4esoil, 1e6oii b01biedepyosoll,
npaeswvix bonvuiebepyoeoil u marobepuosoii kocmei. Ilo dau-
HbIM 2UCMOA02UHECK020 UCCAe008aHUS 8 Npedenax Uccaedo-
BAHHO20 MAMepUaNa Mopgoaoecuteckas KapmuHa coomeem-
cmeyem ocmeoxoHapome.

Puc. 1. KomnsromepHas momozpagus opeaHos 2pyoHol knemku nayuedma M. MHoxecmBeHHbie BbIpOCMbI KOCMHO-XpAWEBOLU MKaHU 8 06-

Jljacmu 1onamok (yK(BGHbI CmPEHKGMU)

Fig. 1. Computed tomography of the thoracic organs of patient M. Multiple outgrowths of osteochondral tissue in the area of shoulder blades

are observed (arrows)

N7

Puc. 2. PenmeeHozpacpus Kocmeli HUXHUX KOHedHocmel nayueHma M. MHoxecmseHHble 3K30cmo3b! (YKa3aHsl cmpeakamu)
Fig. 2. X-ray of the lower limbs of patient M. Multiple exostoses (arrows)
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REAL CLINICAL CASES
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21 rop — XOHApOCapKoMa neBoi
noaB3A4OLWHON KocTu /
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17 neT — xoHApPOCapKoma NpaBoii nonaTku /
17 years — chondrosarcoma of the right
shoulder blade

-3
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al

—u

Puc. 3. PodocnosHas nayuenma M. ¢ ykazaHuem pesynbmamos cezpe2ayuoHHo20 aHanusa. I-1 — 6pam (mt); I-2 — cecmpa (wt); I-3 - nayueHm

(mt); II-1 - omey (mt). M3b — MHOXXeCmBEHHAS 3K30CMO3HAs 60/1e3Hb

Fig. 3. Genealogy of patient M. with results of segregation analysis. I-1 — brother (mt); I-2 - sister (wt); I-3 - patient (mt); II-1 - father (mt).

MED - multiple exostosis disease

B céa3u ¢ MO nayuenm noay4un KOHCYyAbMAuuio eeHe-
muka. Yemarnoenerno, umo 'y omuya u cmapuieeo o6pama 601b-
H020 MAKIce eCb MHOMCECMEeHHble IK30cmo3bl (puc. 3).

Cmapwuii 6pam nayuenma noay4an NO3ManHoe Xupypeu-
Yeckoe euenue ¢ 7-1emHe20 603pacma — yoaneHue 3K30Cno308
21e60il eoneru (puc. 4). B 21 200 emy binoaHeHbl Koppueupyro-
Was 0CMeomomusi Kocmeii 1€6oii 20AeHU (0cmeocuHmes ¢ uc-
noavzoeanuem annapama Eauzaposa), ocmeomomus ne6oii

no06300WHOU Kocmu, a makice y0aieH KOCIMHO-XPAUEeB0il
aKk30cmos. Ilo pesyavmamam eucmonoeuueckoeo ucciedoea-
HUs OUA2HOCMUPOBAHA XOHOPOCAPKOMA 160U N008300UHO
kocmu, G,

Tlo peweruio onK0102UMECK020 KOHCUAUYMA 8 CESI3U C NPO-
MENCYMOUHOU CIeNneHbio 310KA4eCMEeHHOCIUL, NPO8edeHUeM
PAOUKANbHO20 XUPYPSUHECKO20 BMEeUAMeNbCMea U Omcymcmeu-
em duccemuHayuu npoyecca danvHeliuiee neueHue He npogoou-

Puc. 4. MHoXecmBseHHble 3K30cmO3bl BepXHUX KOHeYHocmell y cmapuwie2o 6pama nayueHma M.
Fig. 4. Multiple exostoses of the upper limbs in patient M.’s older brother
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Puc. 5. PodocnosHas nayuenma Y. ¢ ykazaHuem pe3ynsmamos ce2pe2ayluoHH020 aHanusa: nayuesm (mt), ezo mams (wt)
Fig. 5. Genealogy of patient I. with results of segregation analysis: patient (mt), his mother (wt)

A10¢b. B Hacmosiee epemsa nayuenm naxooumes noo QuHamu-
YecKuM Habno0eHuem, NPU3HAKO08 Peyuousa He 6bi61eHo.

B cés3u c omazoujeHHbIM ceMeliHbIM AHAMHE30M, a MakK-
Jce pe3yabmamamu 0CMompa nayueHmy peKomeH008aHo
MOAEKYAAPHO-2eHemuteckoe uccaedosarue. I1o danHbim cex-
BEHUPOBAHUS KAUHUHECK020 3K30Ma 8 1-m 3k30ne eena EXT1
(chr8:118110410) svis61en namoeennulii gapuanm c.637C>T
(ENST00000378204.6, p.GIn213Ter, rs2130042549) ¢ ee-
Mepo3UOMHOM COCMOSHUU, NPUBOOSWUTL K NPelcOe8peMeH -
HOMY 00pa308aHu0 cmon-kodoHa 6 213-m nonoxceHuu.
[lpu nposedenuu ceepecayuoHH020 AHAAU3A Y CIMAPULE2O
bpama u omuya eviseaen ananroeuyHblil sapuanm 6 eene EXTI
(cm. puc. 3).

Takum obpazom, nauuenmy ycmarosaex ouaero3 «MIb,
accoyuupoBanHas ¢ 2epMUHAIbHbiM 8apuanmom c.637C>T
6 eene EXTI, cemeiinas gopma ¢ nepedaueil no omyoeckoi
AUHUU, MaHUpecmayus 6 sude IK30cmo306 ¢ 3 rem». boab-
HOMY U e20 POOCIBEHHUKAM NPe0N0ICeHO Haxo0umscsi noo ou-
Hamu4eckum Habar0eHuem y opmoneoa u OHK0A02d, a MaK -
Jce 0aHvl peKoMeHOayuu no NAAHUPOBAHUIO CeMbU C YHemoM
B03MOJNCHOCMU Nepedauu NaAmoeeHH020 8APUAHMA & eeHe
EXTI no nacnedcmey.

Knunuueckoe HabniopeHune 2

Ilayuenm H., 14 nrem, om 2-ii 6epemeHHoCmU, npome-
Kasuell Ha goHe yepo3sl npepvleanus na 7-m mecsaye. Cemeii-
HbLIl AHAMHEe3 HACAeOCMBEHHbIMU CUHOPOMAMU U OHKOA02U-
yecKuMU 3a004e8anusMu He omseoujex (puc. 5).

C 3 aem nauuenm Habawodascs y opmoneda no nogody
MHOMCECMBeHHbIX 3K30cm0306 (puc. 6). C 6 nrem 60abHOMY
npoe0o0UA0Cy IMANHOe Xupypeuveckoe aeueHue: KoppeKuus
JN0KMeBoU KOCOPYKOCMU, IManHsle pe3eKyu IK30Cmo308
N0NAmKU, npasoll Ay4eeoll Kocmu, Kocmeil npasoil 20AeHuU.
Ilocneduss onepayus evinoanena 6 eozpacme 11.1em — yoa-
AeHue IK30CmMo3a HUdICHell mpemu 1e8020 bedpa U HUdCHel
mpemu npagoii 601buULebepU080il KOCMU.

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

B 12 aem nayuenma cmanu becnokoums 604au é 1e6oi
naeyesoii kocmu. Ilo mecmy Jcumenbcmea 6binoOAHeH 1€k -
mpoghopes ¢ HeNnpPOOOANCUMENLHBIM HOAOHCUMENbHBIM IDgheK -
mom. Bckope 60ne60il cundpom 80300H08UACA, NOSABUAUCD
HOUHbLe 604U, 015 KYNUPOBAHUSL KOMOPbIX NPOBOOUAACH CUMN -
momamuyeckas mepanus, Komopas He dasa 3¢pgpexma. B xo-
de danvHeiluezo HabAOOeHUS 8blAGACH OMeK 6 obaacmu ae-
6020 naeua.

s ymounenus ouaeHoza npoeedeHo 00noAHUMeNbHOe
o6caedosanue. Ilo danuvim KT neeoil éepxueil Koneunocmu
BbIABACHBL OCIMEOMUCAU HUINICHE mpemu 1e6020 nieud,
hreemona msekux mrxarei. Ilo pezyssmamam maeHumHo-
PE30HAHCHOU MoMoepaghuu 1e6oll 6epxHeli KOHeYHOCMU 00-
HAapysceHo H08000pa308anue cpedHell u HUMCHel mpemeil

Puc. 6. PenmeeHozpagpusa Kocmell sepxHux KoHeyHocmel nayueHma
W. MHoxecmBeHHble 3K30CM03bl (YKA3AHbI CMpesKamu)

Fig. 6. X-ray of the upper limbs of patient I. Multiple exostoses
(arrows)
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€601l nae4esoll KOCMU C GbipaNCeHHOU NepUOCMAanbHOU UH-
gurempayueii maekux mrxaneii nieua. ayuenmy ycmarnoenen
npeononoxcumensvublil OUaeHO3 «0CMeocapKoma, AUM@padeHo-
namus nOOMbIULeUHBIX AUMPAMU4ECcKUX Y3108 U Aumpamute-
CKUX Y3108 MS2KUX MKAHell nie4a».

s ymounenus duaeno3a u onpedeneHus maKkmuky ne-
yenus navuenm eochumanuszuposan ¢ HUU JIOI', ede 6oi-
noaHeHa omkpvimas ouoncus msekux mxaneii naeva. Ilo oan-
HbIM YUMOA02UMECK020 UCCAe008aHUSL 0OHAPYICEHO obUlUe
onyxoaeguvix nemenmog 3HO, eeposimuee éceeo, eemono-
2MUH1ecKoll NPUPoOdbL, pACNOA0NCEHHbIX PA3PO3HEHHO, C OKpY2e-
AbIMU A0pAMU, BbICOKUM 50epHO-UUMONAAZMAMUYECKUM
COOMHOUleHUEeM, BbipAdNCEHHOU Oa3opuaueil yuUmoniasmol.
Llumonoeuueckuii cocmas bonee 6ceco coomeemcmeayem Aum-
gonpoaughepamusromy 3abonegarnuto. JJonosHumensHo Gol-
NOAHEHO UMMYHOoUCmoXumuyeckoe uccaedosanue. llpu uc-
noavzosanuu npoovt EWSRI Break Apart FISH Probe Kit
6 90 % onyxonesbix Kaemok 00HAPYICeHA MPAHCAOKAYUS
yuacmka 22q12, xapakmepHas 01 cemelicmea capKombl
HOunea/PNET.

Ha 1-m smane npogedennvt 6 Kypcoe Heoadsro8anmHoil
noauxumuomepanuu (IIXT) no cxeme VDI (sunkpucmur,
ugocgpamud, dokcopyouyUH) coeracHo NPoMoKoay Ae4eHus
capxombl FOunea CIO-2017 0as epynnul 8bic0K020 pucka.
lanee gvinonnena pezexyus OucmanbHoeo omaena 1e6oii nae-
4egoli Kocmu ¢ 3ameuyjenuem deghekma IHOONPOME30M N0K-
meeoeo cycmasa.

B nocaeonepayuontrom nepuode nayuenm noayuun 8 Kyp-
coe adstosaumoii IIXT no cxeme VAC (eunkpucmun, akmu-
Homuyun D, yukaogocgpamud) e pamxax npomokona CIO-
2017. B céa3u c noanvim 3gppexmom — IV cmenens
AekapcmeerHo2o namomopgosa no I.A. Jlaguuxosoii — ay-
Yegas mepanusi He NPOBOOUNACH.

B x00e konmpoavHoeo obcaedosanus yepe3 1 200 nocae
3aeepulenus CneyuanbHo20 eeHus OUA2HOCIMUPOBAH peyu-
dus. Ilo dannvim KT opearnos epyonoii kaemixu 6 X ceemenme
nPagsoeo 1e2K020 8bls8AEHO 04A2080€ YHAOMHEHUE PAZMEPOM
00 4 mm, Ha mexcdonesoii naespe, 6 IV u VIII ceemenmax —
ouaeu pazmepom do 1 mm, napakapduanvro 6 V ceemenme —
ouae pazmepom 0o 2 mm. B npukopneswvix omoenax napakap-
duanvHo cnpasa, 664U3U OCHOBAHUS CpeOHed01e6020 OPOHXA,

ob6Hapyxcer oyae pasmepom 8§ mm, 8 VIII—IX ceemenmax
1€8020 1€2K020, 8 KOPMUKAAbHbIX OMOeAax, 8U3yaiu3uposa-
Ho 3 ouaea — Kaxcoolii pazmepom 1 mm.

[Tlayuenmy nposedeno xupypeuueckoe nevenue — yoane-
HuUe 2K30CM03a/X0HOpOMbl NPagoli bedpeHHOll KoCmuU U Kpecm-
ya. Ilo dannbim eucmonocuueckoeo uccae008anus 8bisiéaeH
mecmacmas3 capkomst FOunea.

Taksice 6binonHeHbl MOPAKOMOMUSL, AMUNUYHAS Pe3eKUUs]
I, Il u VI ceemenmoe npasoeo aeekoeo. Ilo dannvim eucmo-
A02U4eCK020 UCCAed08aHUsL 8 1e2KOM OMMeUaemcs 04a2080e
paspacmanue 310KA4eCMEeHHOl MeAKOKPY2A0KAeMOUHOL
ONYX0AU ¢ UHMPAANbEEONPHBIM PACAPOCMPAHEHUeM U CO-
cyducmoti uneasueil. Ilo peayrbmamam uMMyHoOUCMOXUMU-
YecKoeo uccaedo8anus 8 ONyxXonedviX KAemKkax GulagieHa
Jupgpysnas membpanuasn sxcnpeccus CD99. 3axarouenue:
memacmas capkomsl FOunea 6 mxanu neekoeo.

Ilo danubim muenoepammol, 83amoii uz 4 mouek, obHa-
DYIACEHO Memacmamuteckoe nopax)cerHue KOCMHo20 Mo3ed.

1lo scusneHHbIM NOKA3AHUAM NAYUEHMY npoeedeHbl
10 kypcoe npomueopeyudusnoit IIXT no cxeme VIrlem (eun-
Kpucmun, upunomekxat, memooan). C yuemom noaoscumens-
Hoti axcnpeccuu GD2-peyenmopos na 37,3 % onyxonesvix
KAemOK 8bIn0AHeHbL 6 KyPCO8 UMMYHOMEPAnuu MOHOKAOHANb-
Hoim anmu-GD2-anmumenom Odunymykcumabom bema,
a makoice Ay4esas mepanus Ha obaacme peyudusa 6 KOCMAX
cKenema 6 cyMmapHoli 0030t dose 55,2 Ip u na neekue kpyn-
HONOABHO 8 CyMMapHoil doze 15 Ip.

B cesa3u ¢c MDB nayuenm noay4un KOHCyA1bmMayuio eeHe-
MUKa ¢ NOCAeO0YIOULUM BbINOAHEHUEM MONCKYASAPHO-2eHemU -
yeckoeo uccaedosanus. Ilo OanHbIM cekeeHUpPOBaHUs KAuU-
HU4ecKoeo 9K30Ma 8 KAHOHUYECKOM caiime chHAalicuHed
§-20 3k30Ha eena EXTI1 (ChrS:117812962) evisisnen panee
He onucaHubiil eapuanm c.1633-1G>C @ eemepo3ucomuom
cocmosnuu. Ilo kpumepusam Amepuxanckoeo Koanedica me-
Juyunckoil eenemuxu u eeHomuku (American College
of Medical Genetics and Genomics, ACMG) smom eapuanm
Kaaccuguyupyemces Kax eeposimuo namoeentwlii (PM4, PP3,
PS2). Ilo 0annbim ceepeeauioHHO20 AHAAU3A Y MamMePU aHA-
snoeuynblil apuanm 6 eene EXT1 ne o6napycen (cm. puc. 5),
Y omya npoeederue makozo uccaedo8anus e npeocmaens-
10Cb B03MOICHBIM 8 CB53U C €20 CMEPMBIO.

MHOXeCTBeHHblE Pe3sekuuA 3k30€T0308, Capkoma 6 kypcos HIXT (VDI), Peuunpgus / 10 kypcos MNXT (VirTem), 2 kypcallT/ Peuunpus / Kabo3aHTUHMG
3K30CTO3bI / KOppeKuus NoKTeBON Ounra / pe3ekuus neson Recurrence 6 kypcos UT 2 courses Recurrence Cabozantinib
lipleeicicse | |wocopyroct/Eiciloes | | Ewing | | mnevesoi ocm, Guyryscmasters)/ | | oriT
of ulnar clubhand 8 Kypcos allXT (VAC) / 10 courses of PCT (VirTem),
6 courses of nPCT (VDI), 6 courses of IT (dinutuximab
resection of the left beta)
humerus, 8 courses
of aPCT
BBMN 1 ron/ BB 2 mec/
PFS 1 year (| PFS 2 months
= = — — — L
2013 (3roga) / 2016-2021 2022 (12 net)/ Asryct 2022r. - WioHb 2024 ./ Wionb 2024 . - ®eBpanb 2025 1. - 04.06.2025 WMioHb 2025 T. —
2013 (3 years) 2022 (12 years) man 2023 r./ June 2024 despanb 2025 1./ anpenb 2025r./ HacToALlee Bpema /
August 2022 - July 2024 - February 2025 - June 2025 -

May 2023

February 2025 April 2025 current time

Puc. 7. Imansi duaeHocmuku u neveHus nayueHma W. IXT — nonuxumuomepanus; allIXT — advtosaHmHas noauxumuomepanus; HIIXT — Heo-
aovlosaHmHas noauxumuomepanus,; BEIT — senxusaemocms 6e3 npozpeccuposarus, UT — ummyHomepanus, JIT — nyyesas mepanus

Fig. 7. Stages of diagnosis and treatment of patient I. PCT — polychemotherapy; aPCT - adjuvant polychemotherapy; nPCT - neoadjuvant
polychemotherapy; PFS - progression-free survival, IT — immunotherapy, RT — radiotherapy
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Taxum obpazom, ycmaHoe1eH OKOHYAMEAbHbLIL OUACHO3:
MOB, accoyuuposannas ¢ eepMuHanbHbIM de NOVO 8APUAH-
mom c.1633-1G>C ¢ eene EXT I, manugpecmauus 6 éude 3k -
30cmo306 ¢ 3 aem, capkomut FOunea ae6oii naeuesoii Kocmu
T2NOMO 6 12 nem.

Yepes 2 mec nocae 3aeepuienus npOMUBOPeUIUBHOR0 Je-
uenusi, 8 urone 2025 e., 3apeeucmpuposat 2-ii peuuous 3abone-
6aHust. B nacmosuee pems no pewieHur0 KOHCUAUYMA NAYUeHmM
noAy4aem mepanuro UHUOUMOPOM NPOMEUHKUHA3 KAOO3aHmMU-
HuboMm no mecmy scumenvcmea. Ilosmantoe aeverue 60161020
Kpamko npedcmasneHo Ha puc. 7.

06cyxpaeHune

CornacHo MexXmyHapoaHO# 6a3e TaHHBIX ITaTOTeHHBIX
BapuaHTOB reHoB uejoBeka (HGMD v. 2021.1) cpenu ma-
LIMeHTOB ¢ MOb B 0OIBIIMHCTBE 3THUYECKUX TPYIIIT ITpe-
00J1aIaI0T ITATOreHHBIe BapuaHThI B reHe EXT'1 [9]. B ipen-
CTaBJICHHBIX HAMU CJIy4asx Y ITAalMeHTOB TAKXKE BHISIBJICHBI
MyTtauuu B 3ToM reHe: c.637C>T (p.Gln213Ter,
rs2130042549) u ¢.1633-1G>C.

Bapuautr EXT1 (c.637C>T), onucaHHbIi B IEPBOM
HaOJI0AEHUM, BCTPEYAETCS B MUPOBOI iuTepaType. Tak,
C. Fusco 1 coaBT. onucaiy KIMHUIEeCKUI CITydaii JIeUeHUS
MalMeHTa ¢ aHaJIOTMIHOM MyTanueit, MOb n HapymeHu-
eM uHreiekTa [25]. CTOUuT OTMETUTh, UTO HU Y OTHOTO
13 3 MAlIMEHTOB ¢ JAaHHBIM BapMaHTOM B CEMbE U3 IIPeI-
CTaBJIECHHOIO HaMU KJIMHUYECKOro HabmoaeHus 1 Hapy-
IIEHUI KOTHUTUBHBIX (DYHKIINI BEISIBICHO HE OBLIO.

Bapuant EXT1 (c.1633-1G>C) paHee He ObLI OIMKCaH,
omHako 1o kpurepusiM ACMG oH MOXeT OBITh OTHECEH
K naToreHHbIM BapuaHTtam (PM4, PP3, PM6). C yuetom
OTCYTCTBUSI «TOPSTUMX TOUeK» TTpy M Db 1ipu reHeTyecKoi
JMMarHOCTUKE MALIMEHTOB HOBBIC BAPMAHTHI BBISIBJISIOT J10-
BOJILHO 4acTo. Takum oOpa3oM, mpeicTaBieHHbIe HAMU
JIAaHHBIE MOTYT OBITh BKJIIOYCHBI B MUPOBOM PETHUCTp Ia-
mueHToB ¢ MOBb.

Paszsutue 3HO npu MDOb HabmomaeTcss penko.
ITo manubiM D. Dahlin 1 coaBT., TpoaHaIM3UPOBABIINX
nIaHHBIe 272 MalMeHTOB, MAaKCUMAJIbHBINA PUCK 3/10Kade-
CTBEHHOM TpaHcdopMmauuu cocrtasager 10 % [15].
I1pu 3TOM HanboOIEe YaCTO MaTUTHU3ALUY TTOABEPraloTCs
OCTEOXOHIPOMBI B 00JIACTH JIOIIATKM, KOCTE Ta3a, a TAKKe
MPOKCUMAJIBHOIO OT/EJIA TUIeYeBOM U OeIpeHHOM KOCTei
[26]. ITo ganHbeM M. Gnoli 1 coaBT., CpeaHMIT BO3pacT
pasButus XC cocrasnsiet 34 roma [27], omHAKO B TOM Xe
uccienopanuu 30 % maunueHtoB ¢ XC ObLIA MOJIOXE
30 net (Bkmouast 7 monpoctkoB 13—18 siet), 4to feMoH-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

CTPUPYET HEOOXOAMMOCTD IIPOBEACHMUS CKPUHUHTOBBIX
MEPONPUSITUI B Oojiee paHHEel Bo3pacTHOI rpymmne. He-
KOTOPBIE aBTOPHI CUMTAIOT, YTO Y HOCUTEIECH MyTallui
BreHe EXTI HabmomaeTcs 60Jiee BBICOKHMI pUCK Pa3BUTHS
3HO [23].

B ximmHMYeckoMm HabmomeHun 1 y 060MX CBIHOBEM
nuarHoctupoBaHa XC B MecTax Hambosee 4YacThIX JIOKA-
JIN3auii TpaHC(HOPMUPOBAHHBIX OCTCOXOHIPOM — B 00-
JIACTSIX MOIB3IOIIHOM KOCTH (maumeHT I-1) u nomatku
(mmarment 1-3) (cMm. puc. 3). MaHudecramus oryxosei
Habmoganaach B Bo3pacrte 17 et 1 21 roma COOTBETCTBEH -
HO, 9TO TaKXKe ITOATBEePKIAaeT BAXKHOCTh OHKOJIOTHMYECKO
HACTOPOXEHHOCTHU IIPY BEACHUH ITOAPOCTKOB M MOJIOIBIX
B3pociibix ¢ MOB.

EnuncrBeHHBIN cay4ail pa3Butus capkoMmbl KOuHTra
Ha (hOHEe MpeaIIeCTBYIOIE OCTEOXOHAPOMEI y 13-J1eTHe-
ro Majpurka ¢ MOb onucan B 2014 1. [19]. IIpencraBneH-
HBII HaMU cJTy4yait MoJ0OHOTO COYETAHUSI SIBJISIETCS] BTOPBIM:
capkoma lOuHra nmarHoctupoBaHa B 12 J1eT ¥ oTIndaeTcst
arpecCHBHBIM TE€UCHUEM C Pa3BUTHEM |-TO peliianBa uyepes
1 Tom mocJie 3aBepIIeHUs CIICIIMAIIBHOTO JICYCHUS U 2-TO —
yepe3 2 MeC IIoC/Ie 3aBEepIICHUS IIPOTUBOPELIMANBHOIO
JICYCHMUSI.

HecmoTps Ha BeIpaskeHHbIE (DEHOTUITMYECKHE OCOOSH-
HOCTH JIJISI TIOCJICAYIOIIETO INTAHNPOBAaHUS OepeMEHHOCTHI
C YY4ETOM BBICOKOTO PHCKa IIepedayy IMaTOTeHHBIX Bapu-
aHTOB B reHax EXT1/2 no HacnenctBy (50 % ciydaes),
B COOTBETCTBUMU ¢ TpeboBaHusIMU BO3 Heobxommma Bepu-
¢ukanusa nuarHoza MOb ¢ ncnonb3oBaHUEM METOIOB
JHK-tectupoBaHusi. B HacTosiiee BpeMsl LIMPOKO UC-
IIOJIb3yeTCs MpeHaTaIbHAS U IPeUMITIaHTAlIMOHHAS T1a-
THOCTHMKA, YTO JaeT BO3MOXHOCTb mamueHTaM ¢ MBOb
WMEThb 3[10POBOTO pebEeHKa.

3aknueHue

Ycranosnenue nuarioza MOb y nereii Tpedyert nrHa-
MMWYECKOTO HAOIIOAEHUS HE TOJBKO 151 CBOEBPEMEHHOM
JMIMArHOCTUKU OCJIOXKHEHUI 1 PEILIEHUST BOIIPOCA O XUPYP-
TMYECKOM JICYEHUN, HO U C LIEJIbIO BBISIBJICHUS 3JI0Kaye-
CTBEHHOU TpaHchopMaLmy octreoxoHapoM. [IpencrasieH-
Hble KJIMHWYECKME HAOJIOAEHUS IEMOHCTPUPYIOT
paszsutre 3HO y naunentoB ¢ MOb B MojiomoM Bo3pacre,
a ONMMCaHHBIN caydaii capkoMbl FOWHTa pacimpsieT CIekTp
BO3MOXHBIX OITyXoJieii. BrlllenepeyrcieHHOe 00yCIOB-
JIMBA€T HEOOXOAUMOCTb MOBBIIIEHUSI OCBEIOMJIEHHOCTUA
OHKOJIOTOB 1 OpTOoneoB 0 MOb 1 puckax 3710KauyecTBeH-
HOM TpaHC(opMaIuK ITpU JAHHOM MAaTOIOTHH.
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XPOHUKA HAYUHOWM XU3HU |

Bnapgumupy Muxannosuyy Mouceexko - 70 net!

19 ceHTSI0psT MCTIOMHWIOCH 70 JIeT YWieHY-KOPPECIIOH-
nenry PAH, n.M.H., mpodeccopy, 3aciyxkeHHOMY Bpady PD
Bnagumupy Muxaiinosuay MouceeHKO.

Bnagumup MuxaitnoBud poawics B JIeHUHrpaze B ce-
Mbe Bpaueil. B 1978 . on ycnemrHo okonuwmt [lepssrii Jle-
HUHTPAICKAA MEIUITMHCKU MHCTUTYT. Cpasy I10ciIe BbI-
nycka B.M. MouceeHko Hayan cBoro Kaprepy B HUN
onkosoruu uM. H.H. Ilerposa (HprHe — HMMULI orKOMOrIM
M. H.H. I1etpoBa) — omHOM M3 BEMyIIMX HAyYHBIX IIEHTPOB
crpadbl. CHavYama OH 3aHMMaJI JOJDKHOCTh KITMHUYECKOTO
OpIMHATOPA B OTIEICHUH JICYCHHS paKa MOJIOIHOM XKeJIe3bl
3TOT0 MHCTUTYTA W 3aHUMAJICS IIPAKTUYECKON MEIUILIMHOM.
Kaxk HayuHbIit corpynHuk B.M. MouceeHKo cTaa pyKoBO-
JIATH OTIEJICHUEM, TIIe IO/ eT0 HaYaJloM pa3padaThIBaINCh
WHHOBAIIMOHHBIC ITOAXOIBI K JICYCHUIO oIryxoseil. OH 1mo-
CBATUJI MHCTUTYTY O0see 30 JIeT, Tpoiias myTh J0 3aMeCTH-
TeJIs1 IMPEKTOpa 10 HaydHOM padoTe.

Bramumup MuxaitoBud mocBaTiI 6oee 40 JeT CBO-
€U XKM3HU Pa3BUTHUIO SKCIEPUMEHTAIBHON Y KIIMHUYECKOMN
oHkoyorun. OH SBIsIeTCs pa3padbOTINKOM OTEUECTBEHHBIX

IIPOTOKOJIOB I10 TMAarHOCTUKE U JICYCHUIO paKa MOJIOYHOM
JKeJie3bl M IPYTHX OITyXOJIe PeTIPOAYKTUBHOM CUCTEMBI,
SKCIIEPUMEHTAJBHBIX M KIMHUUYECKUX HCCAeIOBaHUI
0 M3YYCHHMIO KMHETUIECKUX OCOOCHHOCTE poCcTa CO-
JIMAHBIX onmyxoJieit. Hayunsie noctkeHust B.M. Mouce-
€HKO BITCYATIISIIOT MacCIITabOM M 3HAYMMOCTBIO: OH aBTOP
oosee 350 myommkanmii, 4 MoHorpacduii, 7 MaTeHTOB Ha
M300peTeHNSI, YYaCTHUK HECKOJIBKUX IECITKOB MEXKIyHa-
POIHBIX KIMHUYECKUX UCCIICIOBAHNIA BEAYIIINX MAPOBBIX
LIKOJ OHKoJioruu. Brnagumup MuxaiiioBud ObLI mpes-
craButesieM oT Poccuu Bo BceMupHoii opraHu3aliy 3apa-
BooxpaHeHUs. OH SBJISIETCA YWICHOM AMEpUKAHCKOI ac-
COLMALINY KIMHUIECKUX OHKOJIOTOB (American Society
of Clinical Oncology, ASCO) u EBpomneiickoro ooiiecTsa
MenuimHcKon onkosornu (European Society for Medical
Oncology, ESMO).

I1on pykoBoncrBom B.M. MouceeHKO COBEepILIEHCTBY-
eTcsl JIeYeHNEe OHKOJIOTHYECKUX IManueHToB B CaHKT-
IlerepOypre u no Bceit Poccuu. Ero Bkiag B HayKy 1 Mmeau-
LIMHY oTMeueH opaeHoM [TuporoBa, 3BaHneM «3acTy>KeHHBII
Bpay P®D», mpemueii [1paButenbcrBa PD B 06macti Hayku
1 TEXHUKYU 1 MHOTYMMY APYTMMU HarpagaMu.

ITomumo HayuHoM pabothl, Bragumup MuxaitnoBuu
AKTHBHO 3aHMMAETCS IIPETIOIaBaTeIbCKOM IeITETbHOCTBIO,
BO3IJIaBIsAg Kadeaphl B pa3IMIHbIX MEIUIIMHCKIX MHCTHU-
TyTax. OH IIenpo ASIUTCS CBOUMM 3HAHUSMH U OITHITOM CO
CTyIEHTaMU, BOCIUTHIBas Oyayinux Bpaueidl. [1oxg ero pyko-
BOJICTBOM BBIPOCJIO 1IJI0€ ITOKOJICHUE YISHBIX, ITOITOTOB-
JIEHBI 7 TOKTOpOB 1 20 KaHAUIATOB MEAUILIMHCKUX HayK.

Brnagumup MuxaitnoBud MouceeHKO — OCHOBaTeb
OTEYECTBEHHOI IITKOJIbI OHKOJIOTOB, NeSTeIbHOCTh KOTO-
poii HaIlpaBjeHa Ha IMOBBIIICHUE TTPO(hECCUOHATEHOTO
YpOBHS Bpaueii-oHkosoroB Poccuu u apyrux crpan. OH
SIBJISIETCS TJIABHBIM peIaKTOPOM XypHaia «[IpakTuaeckas
OHKOJIOTHST» , WICHOM PEAKOJIIETHH 3apYOeKHBIX KypPHAJIOB
Annals of Oncology u MEMO.

B Hactosiee Bpemss Bnagumup MuxaitnoBu4 Bo3-
miaBisgeT OHKonornueckuii ueHTp um. H.I1. HamankoBa
u Kadenpy oHkoaoruu Cankr-IleTepOyprckoro Meamko-
COLIMAJIbHOTO MHCTUTYTA.

Yeaxaempiii Bnadumup Muxatinosuy!

Mpumume Hawu cepdeyHble N030pasaeHus ¢ tobuneem! Bam npucywju 8sIcoKUl npogheccuoHanusm, cuna oyxa,
MyopoCmb — Ka4ecmaa YesoB8eka, 00CMOLiHO20 CaMO20 BbICOKO20 yBaxeHus. HakonneHHsil Bamu onsim, npedaHHoCmb
BbICOKUM UOAIaM, BHUMAME/IbHOCMb, YYMKOCMb U CAMOOMOAaya, yMmeHue He MoJibKO C/1e008amb BpeMeHU, HO U 6bimb

Ha waz snepedu no3sonstom Bam enyb6oko noHUMame cyms nocmasieHHbIx yenel u 3ggpekmusHo ux docmuzame.

Kpenkozo 300posss, cuacmes u 6aazononyyus Bam u Bawum 6auskum!
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